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IOBUJIEN

Jlapuca CrenanosHa baneBa (K 75-/1eTHIo CO THS POXKIEHHS)

31 mexabpsi 2013 . orMeTrmsia robOwiieit mpodeccop,
PYKOBOIUTENb JIeTCKOTO HayYHO-ITPAaKTUIECKOTO IIEHTpa
npotuBopaaranonHoi 3ammthl JI.C. banesa.

Jlapuca CremaHOBHa € MHCTUTYTCKOM  CKaMbU
B 1964 1. mpunuta pa6otatb B MOCKOBCKUIT HayYHO-HC-
CJIeIOBATEILCKUIT WHCTUTYT TeIUATPUU W IETCKON XU-
pypruu v BOT yxe 50JieT TpyAWTCH, UMesl B TPYAOBOMA
KHITKKE 3aITUCh O eIMHCTBEHHOM MECTe pabOTHI.

Hayunoit pa6otoii JI.C. baneBa Havyana uHTEpeco-
BaThCs €IIe B CTYICHYECKUX KPYXKaX M ITOCIIe OKOHYA-
HMSI MHCTUTYTa ObUTA 3a4MclicHa B KIIMHUYIECKYIO OpIU-
HaTypy, a3aTeM IIPOIOJLKWIA HaydyHYIo HesTeTbHOCTh
B TOJDKHOCTU MJIAMIIIETO HAYYHOTO COTPYIHUKA, TIPOMIS
ITyTh 10 TIpodeccopa 1 pyKoBOIUTeNsT JleTCKoro HayIHo-
MTPaKTUIECKOTO IIEHTpa TMPOTHMBOPATIUAIIMOHHON 3ally-
Thl. LlenTp ObL1 co3maH e B 1990 ., 1 oHa GecCMEHHO
SIBJISICTCST €TO PYKOBOIUTEIICM.

[TepBbie HayuHbIe UccnenoBanus JI. C. baneBoit Obutn
TTOCBSIIIIEHBl M3YYCHUIO KJIMHUKO-MMMYHOJOTHIECKIX
OCOOCHHOCTE TeUeHUsI ITHEBMOHUU Y IETei C TUMOMe-
ranueit. JanpHelimue ucciaenoBanusi Jlapucel Cremna-
HOBHBI KacaJIlCh OMHOU U3 aKTyaTbHEHIIINX COITUATBHO-
MEIUIIMHCKUX TIPO0OIeM — MIIaIeHUECKO CMEPTHOCTH,
yeMy ObLIa ITOCBSIIEHA TOKTOpCKas auccepTanvs. B Ha-
crostiiee Bpemst Jlapuca CrermaHOBHa — BemyIIUi CITe-
IIMAJTUCT W 3KCTIEPT B CTPaHE IT0 3TOMY TOCYIapCTBEHHO
BaXXHOMY BOTIPOCY.

Ha cerogHsmHuii neHb HAyJIHBIH CTaxX Mpodec-
copa JI.C. baneBoii cocraBnsier 47 neT. 3a3TO Bpemsi
Obu10 OMy0IMKOoBaHO Oojiee 250 HaydyHBIX paboOT, cTaTeit
u MoHorpaguii. Jlapucoit CrenaHOBHOI co3naHa 0O0Jb-
Iasi HayJHasl IIKOJIa: oM €€ PyKOBOIACTBOM 3alllMIIEHBI
20 KaHAUAATCKUX U 12 TOKTOPCKUX AUCCEPTALIMIA.

Jlapuca CrermaHoBHa — OIHA U3 TeX, KTO OIIPEIEIIsLT
1 OTIpeieisieT OCHOBHBIC HayYHbIC HAIIpaBJICHUS TIenna-
TpUYECKOW HayKW U IpakTuku B Poccum. Bcerma Haxo-
ITach Ha TIepeTHeM IJIaHe OKa3aHUsT METUITMHCKOM IT0-
MOIIM JI€TSIM B Haluei ctpaHe. 1 OCHOBHBIMUM HayYHbBIMU
HaITpaBJICHUSIMU OBUTH «OO0JIEBbIC TOUKW»: MITaieHUeCKast
CMEPTHOCTD U COCTOSTHUE 3MOPOBBS JAETEH, TTOIBEPTTIIX-
Cs pamualliOHHOMY BO3ICHCTBUIO BCIICACTBHUE aBapHU
Ha YepHoOBITECKON ADC B 1986 .

B pesynbrate mccienoBaHUs YCTAHOBJIEHBI OCHOBHBIC
TTATOTeHETUIECKIEe MEXaHU3MBI ICHCTBUS MaJIBIX 03 HO-
HU3UPYIOIIETO M3TYJeHUST Ha Pa3BUBAIOLIUICS OPTraHU3M
pebeHKa, C OIIEHKOM 3HAYMMOCTH PATMAIIMOHHOTO MyTare-
He3a ¥ TeHOMHOM HeCTaOMIbHOCTH, M3ydeHa cIierduka
OTBETHBIX PEAKIIMI Y IeTell ¥ BHYKOB OOTyYeHHBIX POMIU-
Tesieil, 0COOEHHOCTH (hOPMUPOBAHUST paTuallMOHHO-WH-
IYIIUPOBAHHOW TaTOJIOTUM, pa3paboTaHBl MPOMIITAKTH-
Yeckue, JIeIeOHble 1 peadMINTAIIMOHHbBIC MEPOIIPUSTHSI,
HaITpaBJIcCHHBIE Ha KOPPEKITUIO 3a00JICBaHMIA U TTATOJIOTH-
yeckux cocrosiHuii y nereit. [Tpoceccopom JI. C. banepoit
W TIOZT €¢ PYKOBOJICTBOM pPa3paboTaHbl M BHEAPEHBI: MO-

IIeNTb CIeIMATM3MPOBAaHHON TIeJICBOM AMCITAHCEPU3AIIN
NETCKOTO HaceJIeHMUsI, IPUHIIMITHI IeMOTpado-3TUIeMIO-
JIOTUYECKOTO MOHUTOPHHTA C TIPUMEHEHEM HOBBIX KOM-
MTBIOTEPHBIX TEXHOJIOTUI B TICTUATPUM.

Jlapuca CremanoBHa c¢ 1986 T. HEOTHOKPATHO BHI-

e3xkaja B PErvMOHbl, 3arpsi3HEHHbIE PaAMOHYKIUIAMU,
IUJISI TPOBECHUST JUCIIaHCepu3alluu AeTei, sl BCTpeu
C HaceJleHWeM, WMeeT cTatyc <«JIMKBUmaTop aBapuu
Ha YADC». B Hacrosiiiee Bpemsi, rociie aBapun Ha ADC
®ykycuma-1 B SAmoHnn, 1o MPU3HAHUIO SITIOHCKUX KOJI-
JIET, €€ OTbIT SIBJISIETCS] HEOLIEHUMOI TTOMOILIbIO IO MUHU-
MM3aLMK TTOCTENCTBUI KatacTpodbl sl IETCKOTo Hace-
JIEHUSI.

PesynbraThl MccienoBaHWiT TpeACTaBI€Hbl B Hayy-
HBIX JOKJIaJax Ha MEXIYHapOIHbIX W BCEPOCCUMCKUX
cbhe3nax, KOHrpeccax, CUMIO3MyMax W KOH(epeHIusIX.
B npaxkTuky 30paBooxpaHeHUs] BHEAPEHbI METOANYECKHUE
pPEKOMEHAIMN, YCOBEPLIEHCTBOBAHHbIE MEAULIMHCKUE
TEeXHOJIOTUHM, ITocoOust i Bpaueit. Bce mybGaukanuuy or-
JINYAIOTCS YETKOCThIO M IIyOMHOM aBTOPCKOM MO3ULIUM,
HOBU3HOI MH(pOPMALIMU U BaXXKHOW MPaKTUYECKON 3Ha-
YHUMOCTBIO.

Jlapuca CrenaHoBHa baneBa 3aHuMaeTcsl menaroru-
YECKOM AeSITeIbHOCTbIO, YUTAET JIEKI[MU, TTPOBOJUT Ce-
MUWHApCKUE 3aHATUS, YAessieT 00Jbllloe BHUMAHUE MO/~
TOTOBKE MeauaTpuieckux Kaapos B Poccum.

Jlapuca CrenaHoBHa NMpUHUMAET aKTUBHOE Y4acTue
B [OITOTOBKE MAaTepualloB ISl pa3pabOTKM 3aKOHOB,
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MIPUKA30B U IPYTMX HOPMATUBHBIX JTOKYMEHTOB MWHU-
crepcTBa 3npaBooxpaHeHust Poccuiickoit Penepanum.
B reuenue 17 net JI.C. baneBa pykoBonuia neauaTpu-
YeCKUM 3IPaBOOXPAaHCHUEM CTPaHBI, SBJISSCH TJIABHBIM
nenuatpoM Poccum.

JI.C. baneBa siBisieTcsl WIEHOM DEIKOJUIETUI psina
HayJIHBIX XXypPHAJIOB, B TOM yucie «Poccuiickuii BeCTHUK
TIEPUHATOIOTMY Y TIeAUaTpUM», YWICHOM YJ4EeHOTO COBETa
Mockosckoro HUW nenuatpuy U AeTCKON XUPYpruu
Munsznpasa Poccuu, nuccepTaliioHHOTO COBETa, YWICHOM
MeXBeTOMCTBEHHOTO 9KCIIEPTHOTO COBETa MO YCTAHOB-
JICHUIO TIPUIMHHO-CICICTBEHHBIX CBsA3¢l 3a00JIeBaHUM,
WHBAJIMIHOCTH W CMEPTHU C BO3NEHCTBUEM pamdallMOH-
Horo (dakropa.

Jlapuca CtenmaHOBHA yCHEIIHO COYeTaeT BHICOKMIA
nmpodecCUOHAIN3M, TaJaHT OpPraHM3aTopa, YIYEHOTO
M Bpaya, 4YTO 3aCJIy)XEHHO BBI3bIBacT IIyOOKOEe YBa-
XeHue. 3a 3acIyru Tepel OTeYeCTBEHHBIM 3IpaBo-
oxpaHeHuem JI.C. baneBa HarpaxnaeHa IpaBUTE/b-
CTBEHHBIMM HarpagaMu: opAeHOM JIpyXObl HapoI0OB
W TIOYETHBIM 3BaHMeM «3aciykKeHHBIU Bpad Poccwuii-
ckoit denepanum», a TakKke MeTISIMU M TTOYETHBIMU
3HaKaMH.

Konnexmue uncmumyma u pedkoaneeust ¥ypHaia

om eceli dywu xcenarom Jlapuce CmenaHnosHe Kpenkoeo
300p06bs, 61a20n0AYHUSA, CHACMbS, MBOPUECK020 3a00pa
u doneonemus, HO8bIX dep3anuil u nobed!
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IOBUJIEN

Kadenpe neauarpun ¢ uHpeKnuoHHbIMHA 001e3HAMH PoCCHiiCKOro HAIMOHAILHOTO
HCCJIe0BATEILCKOro MeauIMHCKOro yausepcurera um. H.A. ITuporosa — 25 ner

Kadenpa megmarpuu ¢ THOEKIIMOHHBIMU 0OJIE3HIMU
y neTeii hakysTeTa ycoBepiieHCTBOBaHMS Bpadeit (DYB)
Poccuiickoro HallMOHAIBHOTO MCCIIENOBATEILCKOTO Me-
nuiHekoro yHusepcutera (PHUMY) um. H. U. TTupo-
roBa OblJla OpTaHM30BaHa COTIACHO MprKa3aM MuH3Ipa-
Ba PO u PHUMY netrom 1988 1. Ha 6aze M3aMaiiimoBckoit
NIETCKOW KJIMHWYEeCKON OosbHUIBI. OCOOEHHOCTSIMU
Kadenpsl SBISIETCS TO, YTO HAPSALY C MeAUaTPHIECKIMU
BOITPOCAMU CJIYIIATEJISIM B paBHON Mepe OCBEIIaloTCs
MHOEKIMOHHbIE 00JIE3HU Y JeTei, YTO UCKIIOYaeT He-
00XOMMMOCTD TPOXOXKICHUS TOTIOTHUTESILHOTO YCOBEP-
IICHCTBOBAaHMS I10 IETCKUM WHGeKmusaM. Hecmotpst
Ha OTPOMHYIO BOCTPeOOBaHHOCTh, Kadeapa ¢ TaKuM
TTOMYEPKHYTO CMEITaHHBIM TIPOMUIEM OCTaeTCs eaUH-
CTBCHHOI Ha TEpPUTOPUH CTpaHbl. ECTecTBEHHO 3TO MO-
TpeOOBaJI0O OTPOMHBIX YCWIMI OT KOJUICKTHBa Kadempsl
TT0 CO3MaHUI0 YHWKATBHBIX YYEOHBIX MPOTPaMM U TO-
CTOSTHHOMY YCOBEPIIIEHCTBOBAHUIO yIeOHOTO TIpollecca,
YTOOBI COOTBETCTBOBATH CAMBIM BBICOKMM TPEOOBaHMSAM
TTeANaTPUYECKON M MHGMEKITMOHHOM IMPaKTUKU.

HeusmenHblit 3aBemyrouuii  Kadeapoit Bce 3TU
25 net — n-p Men. Hayk, Tipod. A. M. 3anpynHOB — oauH
13 OCHOBOITOJIOXKHUKOB JETCKOM TacTPO3HTEPOJIOTHH.
OH MHUIIMATOP OTKPBITUA TiepBoro B Poccum meTckoro
racTPOSHTEPOIIOTUIECKOTO OTAeIeHUsT Ha 6ase M3maii-
JIOBCKOM JETCKOM KJIMHUYECKON OOJBbHULBI U CIielra-
JIN3UPOBAHHOTO JETCKOTO TaCTPOIHTEPOIOTUIECKOTO
IIEHTpa. BBIMYCKHUK Kadeaphl MPOTNEeAeBTUKUA TETCKUX
oonesHeit 2-ro MOJITMU um. H. U. [Tuporosa, oH Bcer-
Ila B TIpoliecce TpeIrofaBaHuy OOJIbIIIOe BHUMAHUE YIie-
JIIeT BOTIpOCaM paHHEW TUATHOCTMKU W MTPOMUIAKTHKA
pa3IMYHbIX 3a00JI€BaHUI Y IeTEHA.

B03MOXHOCTD BBITIOJTHEHHSI OOIITMPHONM TPOTPaMMBbl
obecrieunBaeTCs TIIATSIBHBIM MTOI00POM KanpoB. Koi-
JIEKTUB Kadenphl TpeAcTaBisieT co0oi yaauHoe couera-
HME TIeMUATPOB IUPOKOTO TTPOMIIIST, KAKUMHU SIBIISTIOTCS,
B YaCTHOCTH, [I-p MeJI. HayK, pod. A. M. 3anpyaHos, I-p
Men. Hayk, Tipod. K. W. [puropwes, a-p Mea. HayK, mpod.
JI. A. XapuroHoBa (¢ 2013 roma — 3aBenymoluasi kade-
npoit), KaHa. Mel. Hayk, aoil. Kadeaps JI. B. boromas,
acCUCTeHTHl — KaH. Men. Hayk T. M. FOauHa, kaHa. men.
Hayk T.B. Kyuepst u crienimaiauctbl 1Mo MHGEKIIMOHHBIM
3a0osieBaHusIM: KaHa. Men. HayK C. H. Bop3akoBa, kaHI.
Men. HayK A.A. [lnockupeBa, kana. men. Hayk T. A. Py-
>keH1oBa. PaHee Ha Kadenpe paboTanu Takue U3BECTHBIC
nHGpeKUMOHUCThI, Kak mpod. M. O. lacnapsiH, npod.
JI. H. MazankoBa, nou. B.II. boitnos, mou. T.A. Py-
MsIHIIeBa, a Takke neauatpbl — goiul. C. M. CaabHUKO-
Ba, kKaHn. men. Hayk JI. M. BoeBonnHa, KaHa. Mea. HayK
O. H. LlappkoBa. B kauecTBe coBmecTuTtesneit Ha Kadeape
IUTUTEIPHOE BpeMsl Tpyowinch mpod. A.A. SIkoBiesa,
KaHna. men. HaykK M. S. PaounoBuu, mou. JI. H. Unbsim
U Ip.

Ha xadenpe mpoBomuTcs ceprsi HaydHO-WCCIICIOBA-
TEJILCKUX PabOT, 3aBEPIITUBINMXCS 3aIIATON COTPYIHH-
KamM Kadenpsl TpeX MOKTOPCKUX TUCCepTaIuii 1o ca-
MBIM Pa3HOOOpPa3HBIM HAITpaBJICHUSAM MemUIIMHBL. OmHa
13 aKTYaJIbHBIX TEM TTOCBSIIIEHA BOMPOCAM ajarTalli,
METEOTaTOJIOTUH M peabMIMTaIlii — JOKTOPCKAsT Jrccep-
tauust K. W. TpuropreBa («MenuumuHcKasi peaduianTanust
JeTel ¢ XpOHUIECKUMU 3a00JIeBAHUSIMU OPTaHOB TTHIIIC-
BapeHust», 1990); Bonpocam nuddepeHIManIbHON auar-
HOCTHMKY KUIIEYHBIX MHMOEKIIMIA ITOCBSIIEHa TOKTOpCKast
JI. H. MazankoBoii («KJIMHUKO-MaToreHeTUuecKoe 3Haye-
HMe U3MEHEHUI KUIIIEYHWKA TIPU OCTPBIX KUIICYHBIX WH-
dexuusx y nereit», 1994). [lpuopuTeTHBIM HaIlpaBieHUEM
B TICAVIaTPUM SIBJISICTCSl BBITIOJTHEHHASI BITEPBBIC B CTpaHe
TenraTpuIecKast TOKTOpcKasi AUCCePTALINS 0 KeTTHOKA-
MeHHol 6os1e3H1 y neteit JI. A. XapuroHoBoii (1998).

3a mpomeniue TOABI  COTPYAHUKAMM  Kadenpsl
onyonrkoBaHo 6osiee 800 pabot, U3 HUX 39 KHUT U MO-
Horpaduii, Bkaouyas «CrnpaBOYHUK I10 IE€TCKOW ra-
crposHTeposorun» (1995), «Ilegmatpus: crpaBOYHUK
npakTuieckoro Bpaua» (2008, 2012), moHorpaduu «DH-
TepoKonuT y aereit» (1994), «KenynoyHo-KullleYHbIE
KkpoBotedeHUs» (1998), «DapmakoTepanus B IeTCKOM ra-
ctpoaHTeposiorun» (1998), «Xnamunuo3s y aeteit» (2000),
«[enpMuHTO3BI Y NETeit» (2001), «OcobeHHOCTU KEeTIYHO-
KaMeHHOI1 0oJie3HU B IeTCKOM BospacTe» (2004), «bunu-
apHas natoJiorust y neteit» (2008), «bosieaHu KulieuH1uKa
y aeteit» (2009), «MeteonpoduiakTuka B eauaTpUn»
(2010), «JleueHue u pauroHaabHas hapMakoTepanus 3a-
0oJieBaHUIt OpraHoOB nuiieBapeHus y aeteit» (2010) u ap.

Bonbiroe BHUMaHWe COTPYIHUKU Kadenpsl YOS
HalMMCAaHUIO YYEOHWKOB IIO MEAMATPUM IS YUAIIMXCS
Pa3IMIHBIX YIeOHBIX 3aBelcHMil. BHavane B M3maTeib-
ctBe «MenmuuuHa», ac 2004 1. BwusmarenbctBe «[DO-
TAP-Menua» BbIIUIM IBa M3MaHUS yueOHUKA «JleTckue
60JIe3H» TSI METUITMHCKUX YIVUTAI, YIeOHUK IS Me-
NUIMHCKUX y4duiauul U kosnemxeit «[leaquatpust c net-
CKUMU MHOEKIUSIMU» , TBA M3IaHKS yuyeOHMKa «JleTcKue
6ojie3Hr» B2 TOMax IS CTYACHTOB IeIMaTPUIECKUX
(akyJabTeTOB; YeTbipe U3naHus yuyeOHnKa «OOImuii yxom
3a IETbMU» IUTS CTYIEHTOB METUIIMHCKUX BY30B. BbImmy-
IeH psio ydyeOHO-MeToauuecKux mnocobuit: «OpraHu-
3auust paboThl AETCKON MOAUMKIMHUKK» (1990), «Me-
TOOWYECKME pa3pabOTKN K CEMUHAPCKUM  3aHATHSIM
o meguatpumn» (1993), «@apmakorepanus 3a601eBaHII
opraHoB nuiieBapeHus y nereit» (2007), «XpoHuueckas
nmuapest y geteit» B 2 gactax (2009), «DyHKIIMOHATBHEIC
paccTpoiicTBa KUIIIEYHUKA U XPOHUIECKUE 3aITOPHI Y -
teit» (2009), «OOGMeHHO-BOCTIATUTEIbHBIE 3a00J1eBaHUs
OumapHoro TpakTa y aeteii» (2010), «KeauHokaMeHHasT
0oJie3Hb y AeTeil paHHero Bo3pacTta» (2012) u ap.

B 2013 r. yue6HUK «/leTckue 6osie3HU» ObUT OTMEUEH
1-it mpemueit PHUMY um. H. W. Iuporosa kak yyuiiiee
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yueOHO-MeToandeckoe nocoodue. I[Ipodeccopa A. M. 3a-
npyaHoB u K. . Tpuropses sBisiioTcs JaypeataMu Ipe-
MUM MOCKBBI 3a TOCTIDKCHUS B OOJJACTH METUIIUHBI.
IMpenomaBaten Kadeapbl YeTHIPEXKIBl CTAaHOBUJIACH
JaypeataMu Poccuiickoro rocyIapCTBEHHOTO MEIUIINH-
ckoro yausepcurera (PI'MY) 3a nyuiiryro HaydHO-MCCie-
TOBATEIbCKYIO paboTy. [Tox pyKOBOICTBOM 3aBEMYIOIIETO
u npogeccopoB Kadeapbl 3alIUILIEHO 25 KaHIUIATCKUX
1 9 TOKTOPCKMX TACCEPTAITHIA.

[MonroroeHHBIE Ha Kadenpe MpodeccHOHaTbHbIE Ka-
TP B HACTOSIITICE BPEMSI SIBJISTFOTCSI COTPYIHUKAMM JIPYTHX
nonpazaeneHuit. Tak, JI. H. Mazankosa ¢ 2002 . o HacTo-
siee BpeMsl 3aBenyeT Kadenpoil 1eTCKuX MH(MEKLMOHHBIX
Oose3Heit Poccuiickoil MEAMLIMHCKOM akaaeMUU Mocieu-
ioMHoro oopasosanus, B. I1. BoiilioB siBisieTcst nolieHTOM
kadenpsl gerckux nadexkunii PHUMY um. H. . IMuporo-
Ba, O./1. KonbiieBa — porieHTOM Kadenaphl MOJIMKIMHUYE-
ckoii neguatpun PHUMY um. H. U. TTuporosa. Knunuue-
CKWMe OpIMHATOPHI W MHTEPHBI, 3alIUTUBINNE Ha Kadbenpe
KaHIMIATCKUE TUCCEPTAIlNH, 3aHUMAIOT KITFOUeBbIe TOJIK-
HOCTU B pa3iMyHbIX pernoHax crpaHbl: A.W. bagmae —
[JIaBHBIN Bpay 3aurpaeBcKoii paitoHHOI 6osibHULIbI Pecrty-
omuku bypsatus; 1O.C. llloreHoBa — HavyabHUK OTAEA
OpraHM3a MEIUIIMHCKON TIOMOIIM JIEeTCKOMY Hacese-
HMIO MuHucTepcTBa 3npaBooxpaHeHust KadapnuHo-ban-
Kapckoi pecryonvku, A. M. EropeHkoB — 3aB.buaaiom
Ne2 Jlerckoii kimHUYecKoit 60sbHUIBI UM.CIIepaHCKOro,
A.W. bparuH — m1aBHbI Bpay JleTcKoi ropojicKoii moiu-
kmHUKY Ne 122 MocKBBI.

CotrpynHuUKM Kadeapbl coveTaloT JiedeOHyl0 U Hayd-
HO-WCCIIEIOBATEIbCKYI0 pabOTy C aKTUBHOW OOIIECTBEH-
Hoii paestenbHOCThIO. [lpod.A. M. 3anpynHoB — 4iieH
CIEMAIM3UPOBAHHBIX COBETOB I10 neauarpun PHUMY
um H.W. [Muporosa, wieH npe3uanyma MoCKOBCKOro 00-
IIeCTBa IETCKUX Bpadeid, TpeceaaTelb MeTOIMIeCKOM KO-
muccrn OYB, WwieH peaKoueTn MHOTHX TTeTUaTPUICCKIX
U TaCTPO3HTEPOJIOTMIECKHUX XKypHAJIOB. AHaTonii Muxaii-
JioBrY 6ostee 20 JieT ObUT IJIaBHBIM JIETCKUM TaCTPO3HTEPO-
JioroM U B TeueHue S jiet (1994—1998) rmaBHbIM niequaTpom
Komurera 3npaBooxpaHeHrst MOCKBbI, 3a OOJIbLION BKJIA[
B Pa3BUTHE OTCUCCTBEHHOM TeIUAaTPpUU OTMEUEH IpeMueit
M. A.A. Kucensa (2011). ITpod. K. U. Tpuropses ¢ 2003 .
1 TI0 HAaCTOsIIIee BpeMs — TIIaBHBIN penakTop XKypHaT «Me-
TMUITMHCKAs cecTpay», WieH PeIKOJUICTUN XypHaia «Bpad»,
HarpaxaeH HaMOHAIBHON TipeMuelr «OKoMup-2006»,
3HaKOM OTiIMuMs «3osoToii (oHm mpecchl» (2007, 2009).
IIpod.JI. A. XapuroHoBa — cekpeTapb METOINYECKON KO-
muccr @Y B, WieH peaKouIeThy XXypHaia « OKCITepuMeH-
TaJTbHAsT M KITMHIMIECKast TaCTPOIHTEPOJIOTHST».

CoTpynHHMKY Kadenpbl aKTUBHO PabOTAIOT HAIl BHITTOJ-
HEHUEM HAIMOHAIBHBIX TIPOEKTOB «31I0pOBBEe», «DopMu-
pOBaHUE 3MOPOBOTO 00pa3a XU3HW». Pe3ybraTbl HaydHBIX
WICCIICIOBAHMIA HEOTHOKPATHO TIPEICTABIISIIMCH Ha MEXKITY-
HapOIHBIX, BCEPOCCUUCKMX Che3nax, KOHTpeccax, KoHde-
PEHIIMSAX ¥ CUMITO3MyMax. [IprBeTCTBYeTCS ITOITyIIsIpr3a-
LIMST HAyJIHBIX 3HAHUH U1 HACeJICHUS. BBIMyIieHbl KHUTH

st poquteneit «bynp 3mopoB, Manbiil» (2003), «Pomu-
TEJISIM O MMUTAHUM 3[I0POBOTO U O60JIbHOTO pebeHKa» (2004)
uap. [ToMuMo 3TOro COTPYOHUKU Kadeaphl SIBISIOTCS
MOCTOSTHHBIMU  aBTOpaMM ¥ HAyYHBIMU KOHCYJIBTAHTAMU
MONYJIIPHBIX XypHasioB «CYacT/IMBEIe pomuTen», «Mama
M MaJIbIII» U JIp.

3a 25 ner paboThl Ha Kadeape MpolLIu ooydeHue oosee
6 THICSTY Bpaveit, opraHn30BaHo Oostee 250 yIeOHBIX ITUKIIOB.
TTpakTHKyIOTCST KaK OYHBIE, TAK M OUHO-3a0YHbIE, TUCTAH-
LIMOHHEBIE U BBIE3IHbBIE y4eOHbIe IMKIIBI. OOIIMpHA reorpa-
¢us Boie3nHbIX LMKIIOB: Coun, Tonbsitry, YiaH-Yina, Yoa,
Wxesck, Kanyra, Jluneuk, Tam6os, Tyna, HoBoMockoBck,
Opunuoso, banamuxa ut.a. CorpynHuku Kadenpbl Ha-
XOISITCS B IIOCTOSTHHOM pabo4yeM KOHTaKTe ¢ KadeapaMu
TOCTIUTATIBHOM TIeAVAaTPUK ¢ KYpPCOM TOMEOMNaTy, KITNHU-
Yyeckoii (hapMakosioruu, TyoepkyJieza, HEOHaTOJIOTUU U JIp. ,
YTO MTO3BOJISIET PACIIMPUTH JTEMOHCTPALNN KIMHUIECKUX
0a3 1 HOBBIX TeXHOJIOTHIA TS ciyinaTesieir GYB.

YyeOHbIe TporpaMMbl TTOCTOSTHHO OOHOBJISIIOTCSI, YT-
BepxkneHsl B Mun3npase PO u PTMY/PHUMY Goee
20 yuyeOHBIX TIporpamM. Ha kadenpe mpoBomsitcs cep-
TU(PUKALIMOHHBIE ITUKIIBI OOIIETO YCOBEPIIEHCTBOBAHUS
IUTS Bpauel-riequaTpoB, UWKIBI  TPO(eCcCHOHATbHOI
MEePEnoAroOTOBKN 10 TIEAUATPUM U TaCTPOIHTEPOJIOTUH,
aTakkKe IUKIbI TeMaTUYeCKOTO YCOBEPIIEHCTBOBAHUS
10 aKTyaJIbHBIM BompocaMm mnenuaTpuu. OOydeHue crie-
LIMAJTUCTOB CTPOUTCS C YYETOM HOBBIX KOHUEILIHIA U TeX-
HOJIOTMIA  OKa3aHUsA aMOyJaTOPHO-TIOJUKIMHUYECKOM
nomMolnu aetsaM. ExxeronHo Ha Kadeape odydarorcst 6osee
200 Bpaueii-rieAuaTpoB, KIMHUYECKUE OPAMHATOPHI, MH-
TEPHBI, aCTTUPAHTEHI.

Hayunas pabota BemeTcst TakKe MO aKTyalbHbIM TPO-
6JeMaM JIMarHOCTWKM, JICYCHUs W IMPOMWIIAKTUKA 3a00-
JIEBAHUI OpraHoB TMHUILIEBAPEHUST Y AETEi, BTOM 4YHUCIIE
OMJIMAapHOTO TpaKTa, BOIIPOCaM pallMOHALHON (hapMako-
Tepanuu, BOCCTAHOBUTEIBHOTO JicueHUs. B miepBbie TOIbI
paboThl Kadenpsl ¢ MepUOIUIHOCTBIO pa3 B 2 ToJa BBIITYC-
KaJICh COOPHUKM HAyIHBIX TPYHOB: «COBpeMEHHBIE TOCTHU -
>KEHUSI IETCKOM raCTpO3HTEPOJIOTM» (BBILLIO 3 COOPHUKA).
Ceituac exerogHo mybnukyercss nmo 15—20 paboT B LieH-
TPaTbHOM MEIUIIMHCKON TIeYaTh, COTPYIHMKU Kadeaphl
MPUHUMAIOT YJacTHE B CO3MaHMM PA3IMUHBIX PYKOBOICTB
M CIIPABOYHUKOB, Pa3pabOTaHO OOJBIIIOE KOJMIECTBO OPH-
TMHAJTLHBIX METOAMK IO AMAarHOCTHKE, TPOMUIAKTHUKE
W JICYEHUIO OpPraHMYeCKUX M (PYHKIIMOHAJIBHBIX 3a00JieBa-
HMIA, TIpEeXK/Ie BCEro OpPraHOB MUILEBAPSHUS Y IETE.

HenpepbiBHOe npodeccroHaibHOe 00pa3oBaHUe, OCy-
LIeCTBIsIIoNIeeCs] Ha Kadenpe neauaTpuu ¢ UHGEKIUOH-
HBIMU 6osie3HsaMU y fAeteit DY B, sBisieTcst BAXXHBIM (pakTo-
POM TIOAZIeP>KaHMST BBICOKOTO YPOBHS MPOdeCcCHOHATbHOM
KOMIIETEHIIMN PaOOTHUKOB CUCTEMBI 3IPaBOOXPAHEHUSI.

Compyduuku kagpedpvl neduampuu ¢ UHGOEKUUOHHbIMU
bone3uamu y demell pakyrbmema yco8epuleHCme08aHus
epaueli Poccuiickoeo HayUuoHaAbHO20 UCCAE008AMENbCK020
Mmeduyurckoeo yHusepcumema um. H. U. ITupoeosa
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AKTYyajibHBIE POOJIEMBI J€TCKOI HEBPOJIOTHH

E.JI. Benoycosa, JI.1O. 3unenko, A.U. Kpanuskun

NEPELJOBAS

Hay4Ho-unccnenoBaTenbCkmin KIIMHUYECKUIA MHCTUTYT neamnatpumn*, Mockea

Topical issues of pediatric neurology

E.D. Belousova, D.Yu. Zinenko, A.1. Krapivkin

Research Clinical Institute of Pediatrics, Moscow

IIpencrapieHbl pe3yJibTaThl COBPEMEHHBIX MCC/IENOBAHMIA B 00JACTH FeHETHKH JMIJIETNICHI; JAHHbIE 0 HePOMOIY/IAIMH KAK OJHOM
U3 NepPCIeKTHBHBIX METOJ0B KOPPEKIMH MATOJOTHYECKUX HAPYIIEHHI B HEBPOJIOTHH; PE3YJIbTaThl HOBbIX TepaneBTHYECKHX MOIXO0-
JIOB C UCMOJIb30BAHHEM JHEPrOTPONHOI Tepanuu B KOPPEKIUM NMPOSIBJIEHUS PAHHETO JIETCKOT0 ayTU3Ma, HapylleHuil 03HABATE b~

HBIX (DyHKIMIA M TOBEAEHNS Y eTeid.

Karouegoie cnosa: demu, eenemuka, snunencus, HelipomMooyaayus, HapyueHus no3HaeamenbHvix QYHKYULL u noedeHuUs, IHep2ompon-

Has mepanus.

The paper gives the results of current studies in the genetics of epilepsy; data on neuromodulation as one of the promising methods for
correcting neurological abnormalities; the results of new therapeutic approaches using energy therapy in the correction of manifesta-
tions of early infantile autism, impaired cognitive function and behavior problems in children.

Key words: children, genetics, epilepsy, neuromodulation, impaired cognitive function and behavior problems, energy therapy.

€TCKasl HEBPOJIOTUsl 3aHMMAaeT BakKHOE MECTO B CU-
I[CTeMe KJIMHAYECKUX JUCUMIUIMH W OCHOBBIBAET-
Cs Ha JOCTMXKEHUSIX COBPEMEHHON HeipodU3U0Ioruu,
HeilpoMopdonorunu,  HEMpPOreHeTUKU,  ICUXOJIOTUU
U Apyrux HayK. OCHOBHBIMU 33Jja4yaMU Ha COBPEMEHHOM
oTare SBJSIeTCSl MOMCK HOBBIX METOJOB JAUArHOCTUKU
1 JIEYEHUSI, TO3BOJISIIOIIMX ONTUMU3UPOBATh TAKTUKY
HaOJI0eHUsT U peabuIUTalMK MallMeHTOB, CTPAJAlOIINX
TaKMMM TSDKEJIBIMU MHBTUIU3UPYIOUIMMU 3a00JI€BaHU -
SIMU, KaK JeTCKUI 1iepeOpasibHbIi Mapainy, pa3jiudyHbie
(hopMbl 3MIMIETICMU, HAPYLIEHUSI HEPBHO-TICUXUYECKOTO
pPa3BUTHS U JIp.

B neauarpuyeckoil 3MuIeNTONIOMUA JOCTUTHYT 3HA-
YUTEJbHBIA MPOrpecc B U3yYEHUU T€HETUKU OTIEIbHBIX
SMWJIENTUYECKUX CUHAPOMOB. YTOUHEHUE TeHOB, KOTOPBIE
ONPEACISIIOT WIN YBEJMYMBAIOT PUCK PA3BUTHUST DIUAJIET-
CUU, UMEET OIPOMHOE 3HAUEHUE KaK JJIsl MPaKTUUECKO,
TaK U 151 HAy4YHOU nesiTeIbHOCTU. C MpakKTUYECKO TOUKU
3peHUs] MO3UTUBHBIN pe3yabTaT (0OHapyKeHUe MyTaluu,
Be/yllei K pa3BUTUIO SMWIETICUU) TIO3BOJISIET MPEKPATUTh

*®I'bY Mockosckuit HUU nenuatpuu u neTcKoui Xupypruu ¢ 1 sH-
Bapst 2014 1. nepeumeHoBaH B O60CO0JIEHHOE CTPYKTYPHOE Toapa-
snenenre 'bOY BITO "PHUMY um. IMuporosa” Munsapasa Poc-
cuu, "HayuHo-uccaenoBaTeIbCKUii KITMHUYECKUM UHCTUTYT"

© KonnekTtue aBTOpOB, 2014
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Anpec 115 koppecnonnenuun: benoycosa Enena JIMurpueBHa — A.M.H., npod.,
PYK. oTneneHus rncuxoneBposiornu v amwienronorun HUKHW neguatpumn
Kpanuskun Anexceii UropeBnd — 1.M.H., 3aM. AUPEKTOPA MHCTUTYTA
3unenko Imutpuit KOpbeBUY — 1.M.H., 3aB. OTAEJICHUEM HEHPOXUPYPTHH
TOTO Xe€ YUPEXIEHUSs

125412 Mockaa, yi. Tangomckas, 1. 2

JNAJIbHEUIIIME TOPOTOCTOAINUE TUATHOCTAYECKHUE TIPOLIEILY-
Pbl, MHOTJA JAaeT BO3MOXHOCTb 00J1€€ TOUHO ITPOTHO3UPO-
BaTh TeueHUe 3a00j1eBaHMUS U ONITUMU3UPOBATh TepaIIMIo,
MOMOTaeT C MPOrHO30M JaJIbHEMIIEro AETOPOXKICHUS.
C HayyHOI TOYKM 3pEeHHUs HCCeNOBaHUE TOCEACTBUI
YK€ U3BECTHBIX MyTalMii (M UX BIIUSTHUSI HA PA3BUTUE MO3-
ra peOGeHKa) MO3BOJISIET MOHSATh OCHOBHBIE TTPOLIECCHI U~
senroreHe3a. BoaMoxxHo, 4To 3Ta MUHMOPMALIUS OCTYKUT
17151 pa3pabOTKU HOBBIX CITIOCOOOB JICUeHUsT — TaK Ha3bIBa-
eMOIi «TapreTHoi» Tepanuu snuierncuu. [pu snuiencuu
CYLLECTBYIOT pa3HbI€ TUIIbl HACJIEIOBAaHUSA: MOHOTEHHOE,
WJIM MEHJIEJIEBCKOE Hac/Ie0BaHKE; MYIbTH(haKTOPHOE Ha-
cJieloBaHME; MUTOXOHIPUAJIbHBIN THIT HACIeA0BaHUS (Ma-
TEPUHCKUIN, WIM LIUTOIUIa3MaTUYECKUi1); WMITPUHTUHT;
rnepenaya IMOTOMCTBY XpOMOCOMHBIX aHoMasuii. Cyie-
CTBEHHBINA TIPOPBIB JOCTUTHYT B U3YYEHUU MOHOTECHHBIX
snuiencuii. B 6ivkaiiiiee BpeMsl B CBS3U C yIydIllIeHUEM
J1abopaTopHOil 0a3bl KPYIHBIX YYPEXKIACHW, 3aHUMAalo-
IIMXCS AMAarHOCTUKOM M JIedeHneM SImiericuu, B Poccun
OXMIAETCY YBEJIMYEHUE YHCIIa TEHETUYECKUX UCCIIeI0oBa-
Huii B aToi obnactu. [loaToMy BaXXHO MOHMMATh, KAKOB
QJITOPUTM T€HETUYECKOTO TECTUPOBAHUS TIPU STTUIICTICUU.
Ha nam B3misiz, oH TpenycMaTpuBaeT HeCKOJIBKO KIMHU-
YECKUX CUTYALIUA.

Ilo mosryyeHHBIM ~ KJIMHUYECKUM U JIaOOpaTOPHBIM
JNAHHBIM MBI MOXEM TPEANOJOXUTh HaJIMYUE OIIpele-
JICHHOI MOHOT€HHO HacCJIeyeMOii 3IMUJICTICUM Yy peOeH-
Ka. Ha cerogusmHmii 7eHb ONMMCAHO JOCTATOYHO MHOTO
MOHOTEHHBIX 3Mujerncuii (B Tabauile mpuBeaeHa TOJIbKO
YyacTh W3 HUX); WHOTAA, TIPU OMHOM BIUJIEITUYECKOM
CUHAPOME YCTAHOBJIEHBI MYTAlIMU Pa3HbIX TEHOB.
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benoycosa E.JI. u coagm. AKTyasbHBIE BOTIPOCHI IETCKOIT HEBPOJIOTHU

Tabauya. Tensl, MyTamui KOTOPbIX HAEHTH(HIMPOBAHDI IPH MIMONATHYECKUX dMIenTIIecKux cunapomax (Ottman R. u coast., 2010

B Momucukamn) [1, 2]

Cunmpom Jlokyc Ten [IponykT rena
CHHIPOMBI C HAYAJIOM B TIEPBbIii rOJ1 JKU3HA
J1oOpokavyecTBEeHHbIE CEMEHbIE HEOHATAIbHBIE 20q13.3. KCNQ2 Kv7.2 (xanmweBsIii KaHaT)
CyIOpOTH 8q24 KCNQ3 Kv7.3 (kanueBbIit KaHaT)
Jlo6pokavyecTBEeHHbIE CeMeiTHbIE HEOHATAJIbHO- 2q23—q24.3 SCN2A Navl.2 (HaTpueBbIii KaHa)
VHGbAHTWIbHBIE CYJOPOTH
Oraxapa CUHAPOM 9q34.1 STXBPI CHHTaKCUHCBS3bIBAIOLINIA IPOTEUH |
Xp22.13 ARX Aristaless-related homebox protein
CriazMbl ¢ pAHHUM HavyajioM Xp22 STKY9/ LvkiMnH3aBUCUMBIIA
CDKLS KMHA30IOA00HBIN TTPOTENH 5
X-clerieHHbIe THOAHTUIIBHBIE CITa3Mbl Xp22.13 ARX Aristaless-related homebox protein
CHHIPOMBI ¢ YaCThIMH (heOPHIBHBIME CYTIOPOTaMH
Cunnpowm JIpase (TsoKemnast 2q24-31 SCNIA Navl.l (HaTpueBbIii KaHAa)
MUOKJIOHNYECKAasT SMUIETICUST
MJIaJIeHUYECTBA)
[eneTnueckas (reHepaii30BaHHas) 2q24 SCNIA Navl.1 (HaTpueBblii KaHaT)
SMIIETICHUS C (PeOPMITBHBIMU CYJOPOTaMU TLTIOC
(GEFS+) 19q13.1 SCNIB B,-Cyb6benunuua
(HaTpueBbIf KaHAN)
5q34 GABRG2
http://www.ncbi. Y,-CyObenununa
nlm.nih.gov/ (TAMK-A peniernitop)
Omim/getmap.
cgi?1604233
Jlerckast abcaHCHasI SMUJICTICUS 5q34 GABRG2 Y,-Cy0obenununa
¢ hbeOpMIbHBIMU CYIOpPOTraMu (TAMK-A peuenrop)
Onuierncus 1 yMCTBEHHAs! OTCTAJIOCTb, Xq22 PCDH19 [IpoTokanxepuH
OTpaHWYEHHAs! TUIIAMU XXEHCKOTO T0J1a
N nnonaTtnyeckue reHepan30BaHHbIE SMIIENCHI
AGcaHCHas SIWIETICUS ¢ pAHHUM Ha4aJoM 1p35—p31.1 SLC2A1 GLUT1
(TpaHcnopTep IIIOKO3bI TUIT 1)
IOHomeckass MUOKIIOHMYECKas SITUICTICUS 5q34—q35 GABRAI a,-Cybpennnuna
(TAMK-A perniernirop)
6pl12—pll EFHCI
EF hand motif protein
DoKaJibHbIE IMUIIETICHH
AyTOCOMHO-TOMUHAHTHAasI HOUHAsI JIOOHAs 20q13.2—ql3.3 CHRNA4 a,-Cyonenunuua (nACh penenrtop)
SIUJIETICUS 1921 CHRNB2
8p21 CHRNA2
AyTOCOMHO-TOMUHAHTHAs MapliuaibHas 10q24 LG11 benok ¢ yacTeiMU MOBTOpamMu

SIUJICTICHA CO CIIYXOBbIMU CUMIITOMaMU

Dnuiencuu, aCCONNHPOBAHHBIE C IPYTUMH MAPOKCU3MAJILHBIMI HAPYIIEHUSIMH

IenepannzoBaHHas SIMMIETICUST 10g22 RCNMAI
C IAaPOKCU3MAJILHOW IUCKUHE3UeEN

DNUIeTcusi ¢ TapoOKCU3MaTbHOM IUCKUHE3UEH, 1p35—p31.3 SLC2A1
TPOBOIIMPYEMOii (PU3MIECKO HATPY3KOU

AOcaHCHasl STIWIETICUS Y STTM30MYECKAsT aTaKCUsl 19p13 CACNAIA
DokanbHasK SMUAJIETICUST ¥ SITM30IUIeCcKast 12p13 KCNAI
aTakcust

CeMeliHast TeMHUIUIETUYECKASI MUTPEHb U BITH - 1q21-23 ATPIA2

JICTICUA

JIeUIIMHA

Kcal.l (kamueBblii KaHAT)

GLUTI1
(TpaHCcTIOpTEp MIIOKO3BI TUII 1)

Ca2.1 (kayiblIMeBbI KaHAT)

K1.1 (kanueBblit KaHaT)

Hatpueso-kanueBas AT®aza
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Korma MBI 4eTKO TpencTaBisgeM, C KakKoi WMEHHO
TeHETUYECKN NETCPMUHUPOBAHHOM JIUJICTICUEH MBI
CTOJIKHYJIUCh, MOXHO TTOATBEPIUTH €€ HATMINE TIOMCKOM
Hanbojiee YaCTBIX, XapaKTEepPHBIX IUIA Hee MYTalluii.
[IpencraBisger UHTepeC OMpeneIeHIUEe MyTAIIAA TIPU BCeX
TIEPEYNCIICHHBIX B TabyuIle amwierncusx. Ho c mpakTu-
YeCKON TOYKM 3peHUST Hambosiee BakHa TeHETHIecKas
nuarHoctuka cuHapoma dpase. Cunnpom [paBe (Tsoke-
JlasT MUOKJIOHWYECKass STWICTICUS MIIAJICHIICB) MOXET
CITY>KUTh IIPUMEPOM YCTICIITHOTO TPUMEHEHUST TeHEeTUIe-
CKHUX METOMIOB JIUIS TOHUMAaHUS STUOJIOTUM U TTaToTeHe3a
3aboyieBaHMsA. MOHOTeHHas Tpupoia cuHIpoMa Jlpase
OBLTa MOKa3aHa OTHOCUTEILHO HeTaBHO BBISIBJICHUEM Ha-
nboJjiee 4acTON MyTallMy reHa O -CyObeIMHUIIBI HaTpUE-
BbIX KaHasioB — SCNIA [3]. BaXXHO OTMETUTh, UTO y TEX
10% marmeHTOB, Y KOTOPHIX HE BHISIBJICHBI YaCThIe MyTa-
uun reHa SCNIA, xapaktepHble mjis cuHapoma Jlpase,
OOHapYXWBAIOTCS BapHWallMKM YKCa KOIMI XPOMOCOM-
HBIX CETMEHTOB, BKJTIOYAIONINE MEJCIIAI0 VUTHA MTYTITKA-
IO 3K30Ha, HECKOJIbKMX 9K30HOB U 11eJI0r0 reHa [3].

[eHeTMUecKasi AMAarHOCTMKA TIpHWBeSia K YTOYHEHUIO
dbeHoTHUMa 3a001eBaHMUs. AMOHCKIE MCCIeNOBATEI Ha-
GJTIOTAJTN TPYITITY TTAIIUEHTOB C «ITOTPAHUIHBIM» CHIIPO-
MoM [paBe. Y nauneHTOB He ObUIO MUOKJIOHUI, TeHepa-
JIN30BaHHBIX CITAlK-BOJIHOBBIX pa3psimoB Ha DI, y yactu
OOJTPHBIX OTCYTCTBOBaJIa 3amepkka pa3sutus. B 70%
cilydyaeB ObUIM OOHApyXeHbl XapakTepHble MyTauuu [3].
IeHeTMUeCKOE TIONTBEPXKICHUE AMAarHo3a He TOJBKO 3a-
BepIllaeT TUATHOCTHUYECKUIA TTOMCK, HO U TIO3BOJISIET OIT-
TUMU3UPOBATh TepaInio, TaK Kak M3BeCTHA 3(PheKTUB-
HOCTh OTAETBHBIX AHTHIMWICIITUICCKUX TIperapaTon
IIpu 3ToM cuHIpoMe. K Tomy Ke MBI MOXeM ITPOTHO3M-
poBath TeueHUe 3aboeBanus. B 95% ciyyaeB Myranuu
reHa SCNIA Bo3HukawT de novo, 4To obJyieryaer mpo-
rHO3 netopoxaeHus. M3yyeHue (peHOTUIIOB, CBA3aHHBIX
C MyTallMsIMU TeHa HaTPUEBBIX KAHAIOB, TIPUBEJIO K OITH-
CaHUIO «CUMITTOMAaTUIeCKOW WHOAHTUILHON MYJIBTH-
(oxanpHoOlt snwiencur» (y3 M35 MaUMEHTOB HalLIA
myTtauuu reHa SCN 1A, xapakTepHble 1151 cuHapoMa [pa-
Be). Y IalMeHTOB OTMEUAIOTCs Pa3HbIe TUITHI (POKATBHBIX
MPUCTYIIOB, MyJbTU(OKaTbHbIE pa3psiabl Ha DO u Hop-
ManbHass MPT-kapTuHa rosoBHoro mMoara [3].

He tak 3HauMMO ¢ MpPaKTUYECKON TOYKU 3pEHUS Te-
HETMYECKOE TECTUPOBAHMWE TIPU CUHAPOME T'€HEpaIn30-
BaHHOW snwiencuu/dedpuibHble cyaoporu rmoc [1].
Kpome myrauuii Toro xe reHa SCNIA, uaeHTUGULMPO-
BaHbl Mytauuu reHoB SCNIB, GABRGZ2. Cnektp deHo-
TUTIOB ITUPOK — OT IMPOCTHIX (heOPWIBHBIX TPUCTYIIOB
1 (eOPWIBHBIX TPUCTYIIOB IUTIOC Ha «MATKOM» KOHIIE
CIIEKTpa 10 MAOKJIOHUYECKN-aCTaTHIECKOM STMIICTICUI
U cuHApoMa JlpaBe Ha «TspKeJIoM» KOHLIE criekTpa. Takxke,
Kak mpu cuHapome pase, B 10% ciydaeB 1 6ojiee oTMe-
qaroTcsl (hOKabHBIE TPUCTYITBI — ITO3TOMY PEKOMEHIY-
eTcs M3MEHUTh Ha3BaHWE CUHAPOMAa Ha «I€HETHYECKYIO
BMNUIETICUI0 ¢ PeOPUIbHBIMU cyaoporaMu Tuttoc». Onpe-
NeJIeHO, 4TO (PEeHOTHMIT He 3aBUCUT OT XapakTepa MyTa-

NEPELJOBAS

uuit. HecMoTpst Ha TO 4TO 3Ta 3nujerncus Oblla onucaHa
B OOJIBLIMIX CEMBSIX C TOMUHAHTHBIM TUTIOM HACJIeJOBaHUSI
C HU3KOW MEHEHTPAHTHOCTbIO, OOJBIIMHCTBO CJIy4aeB
MOTYT ObITh criopaguyeckuMu. Ckopee BCero, UMEeT Me-
CTO CJIOXKHOE€ MOHOT€HHOE HacjeldOBaHUe, MPU KOTOPOM
pazHoobpasue GeHOTUIOB OIPEEIISIOT He TOJIbKO JOMU-
HaHTHbIE TeHbI, HO U IpyTUe (MOKa He U3BECTHBIE) (haKTO-
phlI [3]. MyTaiuu oOHapyXUBaIOTCsl JOCTATOYHO PEIKO —
B 1—5% Bcex ciayuaeB. T.e. ¢ MpaKTUYECKO TOUKU 3pEHUS
TeHETUYECKOE TECTUPOBAHUE IMPU 3TOM CUHAPOME IOKa
He SIBJISIETCSI HEOOXOIMMBbIM, M PUCK POXJAEHUSI pedeHKa
C JAHHBIM CUHIIPOMOM B 1LI€JIOM HEBEJIUK.

Janeko He Bcerna Mbl MOHUMAaeM, C KaKOi WMEHHO
GopMOIl TeHeTMYeCKU NEeTePMUHUPOBAHHOW SMWIETICUU
“MeeM JIeJIo, U Toraa HEOOXOAMMO MCKIIIoYaTh cpa3y He-
CKOJIbKO SMWIETNCUIA cO CXOXUM (heHOTUNIoM. OCcoOeHHO
aKTyaJleH TMOMCK T€HETUYECKOW 3TUOJIOTMM B CUTYallWH,
Korma y pebeHKa KMMEeT MECTO 3MuenThyeckasi HIe-
dayonatus, T.e. Ta SMUIETICUS, TP KOTOPOH MPUCTYIIbI
W/WJM nAaenTu@opMHasi aKTUBHOCTh BBI3bIBAIOT per-
pecc pas3BuTHsl pebeHka. K reHeTnuecku JeTepMUHU-
POBaHHbBIM BMWIENTUYECKUM BSHIEGDATONATUSIM MOXHO
OTHECTH TaKoe KaracTpoduyeckoe 3MUICNTUYECKOe 3a-
6oneBaHre, Kak cuHIpoM Ortaxapa (35% ciydaeB KOTO-
poro BbI3BaHbl MyTauuei reHa SNXBPI), uHdaHTUIbHbIE
crasmbl ¢ paHHUM HavyajioM (Mmytaumu STK9/CDKLS5
BeIsIBIISTIOTCS Y 10—17% manyeHToB), X-CUEIUIEHHBIE MH-
(aHTUIBHBIE crla3Mbl (MyTanuu reHa ARX — y 5% nanu-
€HTOB) U MHOTHe Jipyrve. Bce 9T CMHAPOMBI MPOTEKAIOT
TSKEJIO U HEUYBCTBUTEIbHBI K aHTURIUIEITUUECKON Te-
panvu; OHU IOCTaTOYHO CXOXU MEXIy coOOi KIMHUYe-
CKU U 3nekTpoaHuedanorpapuyecku. Iloaromy B Mupe
ceifyac MUCMONB3YIOT ClELMaTbHbIE JIUATHOCTUYECKUE
MaHeau JUisi onpeaeseHrss HauboJjiee 4acTbIX MyTalluid,
BBI3bIBAIOIIMX 3TU 3a0ojieBaHus. Tak, MaHejab, KOTOpas
WUCTIONB3YETCsl ISl AMAaTHOCTUKM TEHETUUYECKUX SITUJIEeT-
TUYECKUX dHIIeaTOoNaTUi, UCIOIb3yeMasl B IEHTPATbHOMI
SMUJIENTOJOTNYECKOM KinMHUKe B lanuu (r. JuaHanyHn),
COMIEPKUT HE TOJIbKO MapKepbl Ha MyTalu reHoB STKY,
CDKLS5, SNXBPI, ARX, HO v MHOTME ApYyrue, BKIIIOYast
MyTalWu, XapaKTepHbIe AJIs1 pa3BUTUSI TYOEPO3HOIO CKJle-
posa u epougHoro aunodycirHosa. Hekoropble naHenu
comepxart 10 30 MapKepoB MyTallvii, CBOMCTBEHHBIX 3ITH-
JIETITUYECKUM DHIIeasonaTusiM y IeTeit MEPBbIX ABYX JIET
>KWU3HU, U YyTb MEHbIIIEe KOJUYECTBO MapKepOB ISl Apy-
rux Bo3pacTtHbIx rpynm [4]. TlonTBepxneHue xapakTepHoii
MyTaluu OOBSICHSIET PE3UCTEHTHOCTD AMUJIETICUU, TTO3BO-
JIIeT u30exaTb OeCIoIe3HbIX NUAarHOCTUYECKUX TECTOB.
OOBIYHO 3TU MyTallMM BO3HUKAIOT de novo, 4YTo BaxKHO
TSI MEAUKO-TEHETUYECKOTO MPOTHO3a.

IeHeTnyeckue uccaeqoBaHUST MO3BOJISIIOT MO-HOBOMY
B3IJISIHYTh Ha €1le OMUH KaTacTpo(UUeCKU 3MUIEHTU-
YECKUI CUHAPOM — DBIUJIENTUYECKYIO 3HIEehATONaTUIO
C IMPOJOIKEHHOM CIaiK-BOJHOBOM aKTMBHOCTBIO BO CHE.
M3BecTHO, 4TO 3TOT CUHAPOM SIBJISIETCSI YaCTUYHO OOpa-
TUMON BO3PACT3aBUCUMMOI 3MWIENTUYECKON 3HIedato-
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TaTHel, IS KOTOPOil XapaKTepHa TpHaga CHUMITTOMOB:
TIPOIOJDKEHHAs  CITaliK-BOJTHOBAsT aKTUBHOCTh BO CHE
(CMH. SJIEKTPUYECKUI SIMICTITHYECKUI CcTaTyc B (hasy
MEJICHHOTO CHA), CYAOPOTd W HEHPOIICHUXOJOTUYECKUE
Hapymenus. [IpumepHo B '/, BCex cTydaeB MbI HE MOXEM
YCTAaHOBUTb 3THUOJIOTUIO 3TOTO TSKEJIOro 3aboJieBaHusl,
KpOME TOTro, IaXe IMPH YCTAHOBJIEHHON 3THOJIOTMU Hesic-
HO, TOYEeMY Yy JIeTeil B ONpe/eIEeHHOM BO3pacTe HayMHa-
eTCs aKTWUBAIUS SIMICNTHGOPMHON aKTUBHOCTH M pa3-
BUBAETCSl JIEKTPUYECKUN SMUICTITUYECKUI CTaTyCc CHa.
UpesBblyaitHO IpUMeYaTesieH TOT (akT, uto y 17,6% neteit
C 3TUM CHUHIPOMOM OOHapyxeHa mytauusi reHa GRINZA,
Komupytoiero a-cyorenuuuity NMDA-peuentopoB [5].
MyTtanusi Toroe reHa Oblla OOHapyXeHa y 9% nereit
¢ cunapomom Jlannay—KneddHepa, npu 3Tom oHa oTCyT-
CTBOBaJla TIpM Ipyrux 3HIedatonarusax [6]. Bo3moxHo,
YTO 9TO OJIMH W3 T€HOB, MYyTalIMM KOTOPOTO 00YCJIOBIMUBA-
IOT BBICOKYIO 3ITJICTITOTeHHOCTh MO3Ta pebeHKa TP JaH-
HBIX CHHAPOMAaX, BBI3bIBAas YacThIe IMPUCTYITHI U PErpecc
TCUXOpEYeBOro pas3Butusi. Mapkepbsl Mytaiuu GRINZA
BKITIOYEHBI B OOJIBIIIMHCTBO JAMArHOCTUICCKUX TTaHeNei
0 3nwtericud. MBI HajmeeMcsl Ha TO, 9TO B OJvpKaifiiie
TOIBI TIOJNIYYMM BO3MOXKHOCTH HCITOJIB30BaTh ITONOOHBIE
yutbl 1 B Poccuiickoit deneparmn.

B 8% Bcex ammrenTIIecKUX HIeaoNnaTHii (TaM, TIe
HE HaXOISIT MOHOTEHHBIX MYTaITWiT) OTIPEeISIIOTCS BapHra-
LMK YUCJIa KON XPOMOCOMHBIX cerMeHTOB [7]. Bapuanuu
guciia KO — 3TO B TeHETUYECKOTO ITOJTMMOpGhU3Ma,
K KOTOPOMY OTHOCSIT pa3InIMs MHIUBUIYATbHBIX TCHOMOB
ITO YMCITy XPOMOCOMHBIX CETMEHTOB pa3MepoM OT 1 ThIC.
IO HECKOJIBKMX MWUTMOHOB Tap OCHOBaHWA. OHU BO3HU-
KaroT B pe3yJIbTaTe HecOaTaHCMPOBAHHBIX XPOMOCOMHBIX
rnepecTpoeK (Aeeluii U TyTIMKaluii). YKazaHHbIe Bapra-
LIV MTHOT/A BBISIBJITIOTCS TIPY KAPUOTUITMPOBAHUH, HO TTO-
JapJisitoniiee OOJLIIMHCTBO OOHAPYKUBAETCSI TIPU CPaBHU-
TETbHO TE€HOMHOW THMOPUIM3AIlMU U ITOJTHOTEHOMHOM
cekBeHMpoBaHuu [8]. Pesynbratom Bapualuu 4yucia Ko-
A MOXET OBITh KaK CHIKEHUE, TaK W TIOBBIIIICHUE YUCIIa
KOMWI TeHa W, CJIef0BaTeIbHO, U3MEHEHUE 2KCIIpeccruu
npoaykTa reHa — 6enka. [IpruMeHeHue 3TUX METOIOB IO-
3BOJIIET YTOUHUTH T€HETHIECKYIO MPUPOLY MHOTHMX SITH-
JIETICHIA, B TOM YUCJIE SMAICITHICCKUX SHIIChaTOTTATHIA.
Tak, B uccnenmoBanun C. Lund wu coast. (2013) [9] y38%
MalMeHTOB ¢ cuHApoMoM JleHHokca—IacTo ObUIM BBISIB-
JIEHBI PelKUe Baphalliy YMCIia KO, KOTOPBIE, BUTUMO,
MMeTY BIUSTHYAE Ha (heHOTHT, ay 19% GONBbHBIX Bapyaliin
Yuciia KO 6€3 COMHEHUS SIBJISUTUCH TPUIMHON 00JIC3HY;
y 3 TTaIIMeHTOB ObLTN BHISIBJICHBI M3BECTHBIC XPOMOCOMHBIC
cunapombl (22q13.3; 2q23.1; MECP2). CpaBHutenbHasI
reHOMHasl TMopuau3zanus noctynHa B Poccuu, ocyniects-
JISIETCSl B HallleM WHCTUTYTe BJlabopartopuu MOJEKyJIsip-
HOM IIUTOTCHETUKMA HEPBHO-TICUXUIECKUX 3a00JIeBaHUI
(o1 pyKOBOACTBOM JI-pa Med. Hayk, npod. C.I. Bopca-
HOBoI1). B Mupe BemeTcs mouck BapualMii Ynciaa KOMuid
TIPY CaMbIX Pa3HBIX HEBPOJIOTHIESCKUX M TICMXUATPUIECKIX
3200J1eBaHUSIX, BKJTIOYAsH SMUJIETICHIO; UX YUYET U COMOCTaB-
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JICHWE KIIMHUIECKUX 1 TEHETUIECKMX JaHHBIX B UTOTE TT0-
3BOJIUT OINMMCATh HOBbIE KJlacchl 6ojie3Hei [10].

Ecnu Bce BbIIIIETIepeynCICHHBIE METOIBI HE TIPUBOMIST
K ITOATBEPKICHUIO TEHETHIECKON TTPUPOIBI 3a00JIeBaHMSI,
TO BBIXOIOM SIBIISIETCSI TIOJTHOTGHOMHOE CEKBEHUPOBAHIC.
B CIIIA u EBpone pa3pa®oTaHbl U BHITTOJHSIOTCSI IPOEKThI
10 MOJIHOTEHOMHOMY CEKBEHUPOBAHUIO TPU PE3UCTEHT-
HbIX anuencusx. KoHeuyHo, aTo goporoe uccienoBaHue,
npeciieayroniee B OCHOBHOM HayuHble Lieau. Kpome toro,
B €ro pe3y/ibTaTe y OMHOrO MalyeHTa onpeaensiercs: 60Jb-
I10e KOJIMYECTBO Pa3HbIX MyTaIlvil (KakK IpaBWJIO, COTHU)
W TPYITHO BBIYWICHUTH MyTAlIUY, BHI3BIBAIOIIVE STTHJICTICHIO.
JUIs1 9TOTO  TIOJTy9eHHbBIe MYTaIlii CPaBHMBAIOT C MMEIO-
muMcst 6aHKOM JaHHBIX. Ecii cXoXuX MyTarwii He Haxo-
IISIT, TO TIPUXOIUTCST TIPOBOIUTH TTOJTHOTEHOMHOE CEKBEHM-
pOBaHUE Y 3MOPOBBIX POIUTENICH TAIleHTa W CpaBHUBAThH
TEHOTUITHI peOCHKA W POTUTENICH B HANIEKIE BBISIBUTH 3HA-
YUMBIC MyTAIIAH.

Brimie o6cyknanachk IMarHOCTUKA MOHOTCHHBIX 3ITH-
JIETICUA 1 OYEBMJHO, YTO OHA MPENCTABJsIET COOOM J0-
BOJIBHO CJIOXHBIN nipouiecc. Ho camast 6onbiuast mpobdaema
B TCHETMUECKMX MCCIICIOBAHUSIX SMWICTICUA 3TO YTOYHE-
HHMe TEHETWKHU WIMOMATUYECKUX (TeHeTUYECKUX) TeHepa-
JIM30BaHHBIX 3MWICTICUA. MIX OCHOBHBIC XapaKTePUCTUKU
— BbICOKas MOMyJsiimoHHast yacrtota (6osee 1 Ha 1000 Ha-
CeJIEHUSI); BCTPeUaeMOCThb 3a00JIeBaHUsI CPed POACTBEH-
HHMKOB BBIIIIE, YeM B OOIIICH TOIYJISIIMMA;, OTCYTCTBUE CO-
OTBETCTBUSI MEHJIEJIEBCKOMY HACJIe0BaHUIO; 3aBUCUMOCTh
pucka 3a00JieBaHUsI OT CTETIEHU POICTBA — MOATBEPKIAIOT
MyJsTUdaKTOpUaIbHOE HacaenoBaHue. BoamoxxHo, He0O-
XOIMMO YJacTHe HECKOJIBKMX T€HOB B MX Pa3BUTUU HAPSIITY
¢ (hakTOpaMu BHELITHEH Cpelibl (10 CUX TTOP HE OMPEAEIeHO,
KaKMMU UMEHHO). YUCII0 TeHOB, ONpeessionux mojaoo-
HbIE COCTOSIHUSI, TAaKXe HEWU3BECTHO. TeM He MeHee yBe-
JIMYeHUE BapMalldidi YMCiia KO TEHOB M XPOMOCOMHBIX
CETMEHTOB y MTAIIMEHTOB C UAMOTIATUYECKUMU TeHEePaTN30-
BaHHBIMM SITWJICTICUSIMU YKa3bIBAET Ha TO, YTO OTIpeeIICH-
HBIE CTPYKTYpHbIE M3MEHEHUSI TEHOMa MOTYT COCTaBJISITH
3HAUUTEJIbHBII PUCK pa3BUTHs anuierncuu [1, 3].

B uiesioM, coXHBIE MOJIEKYJISIDHBIE MCCIIEIOBAHUS
MTOKA3bIBAIOT,  YTO OOJBIIMHCTBO  PACIPOCTPaHCHHBIX
SIWJICTICUN  TIOJIUTEHHBI (33 UCKITIOUCHUEM  OTICITBHBIX
MOHOTEHHBIX COCTOSTHMIA), ¥ MBI TIOKa HE MMeeM JoKa3a-
TEJIbCTB TOTO, YTO KAKOW-TO 'eH OMNpeAessieT 3HAUUTEIb-
HBIN WM CPeTHE3HAYNTEIBHBIA PUCK PAa3BUTHUST STIVIICTI-
cuu [1, 3]. Tem He MeHee uaeHTUdUKALIMS TEHOB, KOTOPbIE
YBEJMUMUBAIOT PUCK 3a00JI€BaHUsI, B OyayllleM OINpeneuT
BJIMSIHUE MyTallMil Ha HEMPOGhU3UOIOTHIO U Pa3BUTUE MO3-
ra ¥ OOBSICHUT IPOLIECCHI, JIeXalllle B OCHOBE Mpeipaco-
JIOXXEHHOCTHU K cynoporaMm. C KIMHUYECKOH TOUKU 3pEHUSI
9TO MPUBEAET K YTOUHEHMIO MarHo3a y Jiofiei, KOTopble
CTPa/IaloT SMWIETICUEN, UK K MpeacKa3aHuio MaHubecTa-
1MW STWICTICUA Y JTIOICH ¢ PUCKOM €€ Pa3BUTHS (HAIpH-
Mep, MPU CEMEIHOIA OTATOLIEHHOCTH).

OmHUM 13 COBPEMEHHBIX U IEPCITEKTUBHBIX METOIOB
KOPPEKIIMY TIATOJIOTMIECKUX HApYIICHWA B HEBPOJIOTUN
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SBJISICTCST HEMPOMOIYJISIINS, TIPENCTABIISTIoNIasi CO00it Te-
pareBTHYeCKOe WM3MEHEHWE aKTUBHOCTHM IICHTPATBHHOM,
TreprepryecKoll VT BETETaTUBHOM HEPBHOM CUCTEM
ITOCPEICTBOM AJIEKTPUICCKUX WJTH (DapMaKOJIOTHUECKIX
BO3IEHCTBUI C MCITOJIb30BAaHUEM WMIUIAHTUPYEMBIX CH-
creMm [11]. PoxneHveM neavaTpuueckoil HEMpOMOmyIisi-
v B Poccun moxHo cuutats 2011 1., Korma B riepeyeHb
JOPOTOCTOSIINX BHUIOB MEIUITMHCKOM ITOMOIIM OBUTH
BKJTIOUEHBI KBOTHI TI0 HEHPOXMPYPTUH, TIO3BOJISTIONTNE (he-
JEpaTbHBIM  YIPEKICHUSIM TTOKYTIaTh Y UMIUIAHTUPOBATh
HEHPOMOMYJIMpPYIONE YyCTpOlCcTBA. B aToTke Tmepuon
OBUTM 3apeTMCTPUPOBAHBI TIperapaT Jimope3an (Kumkast
¢dopma OakinodeHa), YCTPOWCTBO Uil MHTpaTeKaIbHO-
ro BBeleHUs Juope3aa — OakinodeHonass nommna (ITB)
IUTS JICYCHUS CITACTUYECKOTO WM TUCTOHMYECKOTO CHUHIIPO-
MOB M cTUMYJIsITOp Omyxnaromiero HepBa (VNS) s ne-
YeHMs (hapMaKOpPE3UCTEHTHBIX (hOpM STMIeTICHH. TakuMm
00pa3oM, BCOYETAHMU C PpaHee 3aperuCTPUPOBAHHONM
CUCTEMOW CTUMYJISIIUU TIYOMHHBIX CTPYKTYP TOJIOBHOTO
mosra (DBS) B Haleli cTtpaHe MOsIBUIACh BO3MOXHOCTb
WICTIOJTh30BaTh BECh CIEKTP HEHPOMOMYISIIMOHHBIX TEX-
HOJIOTHIA, pa3pelieHHBIX IS IPUMEHEHUS B TiequaTpude-
CKOW ITPaKTHKE.

3HaueHNe TaHHBIX COOBITUI TPYIHO TIEPEOIICHNUTh, TaK
kak o ceeaeHusiM BO3 3220121 (MHbOpMaLIMOHHBIN
6roteteHb Ne 999) snmiencust BhISIBISIETCS B 4—6 ciyda-
sx Ha 1000 HaceneHus 1 TONBKO Y 70% TallieHTOB yaaeTcsT
JOCTHYb TTOJIOKUTENTLHOTO 3dhdeKTa MTpr KOHCePBAaTUBHOM
Tepan. OCTaTbHBIM OOJBHBIM TIOMOYb MOXHO TOJIEKO
XUPYPTUYECKU, U IETeW, HyXKTAIOIIUXCS B OIEPATHBHOM
JledyeHuu, y Hac B ctpaHe okoso 20 000. ITomoOHast ke cu-
Tyalusi IMeeT MeCTO C JICUeHUEeM CITaCTUYECKOTO U TUCTO-
HUYIECKOTO CMHIPOMOB. OCHOBHOI KOHTHHTCHT OOJTBHBIX
— JIETH C AETCKUM IIepeOpaTbHBIM TTapainaoM. ExeromHo
B CTpaHe NAHHBIA TUAarHO3 cTaBWTCS Oosee dem 6000 me-
Teit [12], n3 HUX, KaK MUHMMYM, '/, NIMEET BBIPaXEHHBIE
CIIaCTUYECKME M3MEHEHUS. [MIEepTOHYC MBI SBIISIETCS
OCHOBHOI{ MPUYMHOM KaK CTpaIaHusI, TaK W OTPAHMICHUSI
JIBUTaTeJIbHbIX BO3MOXHOCTE AeTeil. DDheKTUBHO Kynu-
pPOBaTh BBIpAXXEHHBIC HAPYIICHWs] TOHYCa MOXHO TOJIBKO
XUpYpruyeckum mytem. Takum oGpasoM, B Poccuiickoii
Deneparu ceifgac cueT neTeit, KOTOPBIX MOXKHO N30aBUTh
OT CTpaJaHWii ¥ TaTh COBEPIICHHO HOBBIC BO3MOXHOCTH
IUTST pa3BUTHSI Y COIIMATM3AIINM, UIET He Ha COTHU U JaXke
He TBICSYM, a Ha JIECITKU ThICSTY. Ho B HacTosiiiee BpeMst
B CTpaHe ocyluecTsisieTcst He 6ojiee 200 HelipoMOmyIupy-
IOIIVX oTieparvii B rof. Elrie MeHbIe BBITIONMHSIETCS pe3eK-
IIMOHHBIX U IECTPYKTUBHBIX OTIeparvii mpyu apMakope3n-
CTEHTHOM 3MWICTICUU U IETCKOM IlepeOpaibHOM apajinye,
XOTSI TOpCaTbHAST PU3OTOMMSI 1 Pe3eKIIMOHHBIC OTTepaIlin
npoBoadrcs yxxe 6osee 50 yietT. Takoe Manoe KOJUYECTBO
PE3eKIIMOHHBIX U IECTPYKTUBHBIX OTepaIfii OOBSICHICTCS
HECKOJIBKUMU TIPUIMHAMU: (DYHKIIMOHATBHAS XUPYPTHSI
Bceraa ObuUIa yIeJoM «B3pPOCIbIX» HEHPOXUPYProB, U MPO-
GJIeMBI B IMEUATPUH PEIIAIOTCS TT0 «OCTATOYHOMY TIPHH-
LIMITY»; OTIEPAIIMN Y IeTell CBS3aHBI C TPABMATUIHOCTHIO,

NEPELJOBAS

CJIOXKHOCTbBIO, OOJIBLION UIUTEIbHOCTBIO, TO3TOMY BbICO-
KUM PUCKOM OCJIOXHEHUH U (caMoe IJIaBHOE) HeoOpaTu-
MOCTBIO HaHOCHMOM TPaBMBI TOJIOBHOMY WJIM CITMTHHOMY
MO3TY.

HIMeHHO TTPOCTOTOM, MaJloif TPaBMaTUIHOCTBIO 1 BO3-
MOXHOCTBIO MHIMBUIYAJILHOTO ITOA0O0pa 03kl Tiperapara
WM SJIEKTPUIECKOTO BO3NCHCTBYS OOBSICHSCTCS TOT (haKT,
YTO MEHBIIIE YEM 32 J1BA TOJIa KOJIMYECTBO HEMPOMOIYIUpY-
IOLLMX OTepalvil NPeB301LLUI0 YUCIO PE3EKIIMOHHbIX Olle-
PATUBHBIX BMEIIIATEIBCTB. DTO, HECMOTPS Ha TO YTO TEXHO-
JIOTMY HOBbIE, & YCTPOICTBA I0POTHE.

[I1aBHOE TTPENMYIIIECTBO HEMPOMOIYJIUPYIOIINX TEXHO-
Jioruit epes TabaeTMpOBaHHBIMU TpenaparaMu 3aKkiiodya-
€TCs B TOM, YTO TP UCTIOTh30BaHMH 0aKIIO(heHOBOM TTOM-
Bl TIperiapar IMOCTYITaeT HEMOCPEACTBEHHO K CIIMHHOMY
MO3IY, 3TO MO3BOJISIET JOOUThCS KIMHUYecKoro addexra
npu no3upoBke B 5000 pa3 MeHbIlIei, YeM Ipu nepopasib-
HOM TmpuMeHeHuu. Takke ynmaercs u30exaTb Hexelsa-
TeJIbHbIX MOOOYHBIX d(PGHEKTOB (TOUTHOTHI, PBOTHI, TOJIO-
BOKPY:KCHMSI, allaTUH, JCTIPECCHH M Ip.) W TOKCHMUYECKOTO
BO3IEHCTBUST TIpemapara Ha opraHu3M. CIpaBeTMBOCTH
pamy, HeOOXOMUMO OTMETUTh, YTO HEMPOMOIYJISIIVS 00J1a-
aeT TIPUMEPHO TaKoM ke 3(h(OEKTUBHOCTHIO, KaK U OT-
KpBITBIC OTIeparviy 1, Kak JIro0oe XUPpypruieckoe BMela-
TEJIbCTBO, COMPSIKEHO C OCJIOXKHEHUSIMU, HO MOCTIEeIHUE
MEHee IPO3HbI U JIeTye KyITUPYIOTCSl.

HecMmoTpst Ha BRICOKYIO CTOMMOCTH HEMPOMOMYIUpY-
JOIIUX YCTPOWCTB, WX MPUMEHEHNE SKOHOMMYECKU IIeyie-
CO00pa3HoO, TaK Kak MO3BOJISIET YMEHBIIWTb KOJUYECTBO
TTOCTYTUICHUI 1 CPOKU TIPeOBIBAHST OOJTbHBIX B CTAIIOHA-
pe, n306exXaTh WM 3HAYUTETTbHO CHU3UTh KOJMYECTBO Op-
TOTIEANIECKUX BMEIIATEIBCTB (IMCIIO KOTOPBIX Y OOIBHBIX
C IETCKUM liepeOpaibHBIM TMapajinuoM aocturaer 10—12
B TIEPBBIC JIBE JCKaIbl JKU3HU), CHU3UTH KOJIMYECTBO U BhI-
PaXEHHOCTb OCJIOKHEHWI TOcje OMNepaTUBHBIX BMellla-
TeabCTB. VIMEHHO MO3TOMY MCIIO/Ib30BaHUE OaKiIoheHOo-
BBIX TIOMIT SIBJISICTCSI «30JIOTBIM CTaHIAPTOM» B JICUCHUH
CITaCTUYECKOTO TMTIEPTOHYCA MBIIIIII,

HecomHeHHo, uro BapceHane (YHKIMOHAIBLHOTO
XUpypra IOJDKHBI OBITh PE3eKIIMOHHBIC, IeCTPYKTHUBHBIE
W HEUPOMOIYJTUPYIOIIE METOIWKHM, TaK KakK HU OIHa
13 HUX He TapaHTupyet 100% ycriexa v y KaXmoit ecTh CBOI
MalMeHT, Ho Oyayliliee, 0e3yClIOBHO, 3a HEMPOMOMYIUPY-
JOITUMH TEXHOJIOTHSIMHU TIOTOMY, YTO OHM MaJIOWHBA3WB-
HBI, BEICOKOYIIPABIISIEMBI 1 00paTuMBbl. CaMU TEXHOJIOTUHN
CTPEMUTENBLHO Pa3BUBAIOTCS, OJarofapst Y4eMy yCTporUCTBa
YMEHBIIIAIOTCS B pa3Mepe, YBEIMIMBACTCS WX CPOK KM3-
HHU, TTOSIBIITIOTCSI BO3MOXHOCTH WX TPAHCKYTaHHOMW TION-
3apsanky. HelipoMomymsaimst 1aBHO IIarHy/ia 3a TPaHWIIBI
HEHPOXUPYPIUU, TIMPOKO UCTIONB3YeTCS B KapIUOJIOTUH,
AHTMOJIOTUM, TACTPOSHTEPOJIOTUU, YPOJIOTUH, MPOKTONO-
MW, aHAPOJIOTHH W APYTUX 00TACTSIX MEMUITUHEL. Y3Ke TT0-
SIBIJTUCH Pa0OTHI, TOKA3bIBAIOIINE, YTO CAaKpaTbHAsI CTUMY-
JIALAS CTONB ke 3P GheKTUBHA Y MeTel, KaK 1 Y B3POCITBIX,
a CITMHAJTBHYIO CTUMYJISIITIIO MOXKHO C YCITEXOM HMCITONTB30-
BaTh y IETel CO CacTUYECKOi HUXKHel naparuierveit. Bee
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CKa3aHHOE TOBOPUT O TOM, UYTO y HeiipomoayJsitiuu B Poc-
cuu OoJbilioe Oymyuiee, KOTOpOe MO3BOJIUT PAAUKaTbHO
U3MEHUTb KauecTBO XWU3HU NIeTel ¢ (hapMaKope3UCTeHT-
HOW 3MWIETNICUEN U JETCKUM LIepeOpaIbHBIM MapaInuOM.

Hapynienust HepBHO-TICUXUUYECKOTO Pa3BUTHUSI, KOTO-
pble B 3HAUUTEJBHOI CTeNeHU OOYCIOBIMBAIOT WHBAIM-
NU3aLMI0 JIeTel, MPEACTaBISIOT aKTyalbHYIO MpoOJeMy
JUTSI IeIMaTPUM, UMEIOLIYI0 HE TOJIbKO MEAMIIMHCKOE,
HO 1 OTPOMHOE MEIMKO-COLMalIbHOE 3HaueHue. Pac-
MPOCTPAHEHHOCTh TSKEbIX (DOPM OTCTaBaHUSI B HEPB-
HO-TICUXMYECKOM Pa3BUTUU COCTAaBJISIET B €BPOIEHCKON
noryssituy  1:1000, cpemHeTsbKeabIX U JISTKUX ee (popM
(BKJTIOYAsI IIKOJBHYIO HeycIieBaeMocTh) — oT 2 1o 10%.
IprMeHeHre HOBEHIIMX AHAIUTUYECKUX TEXHOJIOTUH,
TaKMX KakK XpOMAaTO-MaccC-CIEeKTPOMETPUSI, Ta30KUIKOCT-
Hasl U BbICOKO2(DEeKTUBHAS XKUIKOCTHAst Xxpomatorpadusi,
MOJIEKYJISIPHO-TEHETUYECKHE, LIUTOTEHETUYECKUE METO/IbI
U MOJIEKYJISIPHO-LIUTOTEHETUYECKUE UCCIeOBaHUS, T10-
3BOJIWJIO UAECHTUDUIIMPOBATh MHOXKECTBO HOBBIX 00JI€3-
Heli yeJoBeKa, CKPbIBAIOLIMXCS MOJl MACKOW Pa3HOTo poaa
CHUHIPOMOB Y CUMITTOMOKOMILIEKCOB, 3TUOJIOTUST KOTOPBIX
OCTaBajIach HESICHOMA.

IIporpecc memuaTpuyeckoil Hayku U MPaKTUYECKOTO
3PaBOOXPAHEHUS] HA COBPEMEHHOM 3Tarle B 3HAYUTEIbHOM
CTENEeHU 3aBUCUT OT BHEJPEHUSI METOJ0B MOJIEKYJISIPHOI,
OMOXUMMYECKON U KIMHUYECKOW reHeTuku. Crano oue-
BUJHBIM, YTO B TPOUCXOXKIEHUHU YMCTBEHHOI OTCTAIOCTU
y IeTeil 3HauuTeNIbHas POJib MPUHAUIEXKUT HACTIEICTBEH-
HbIM (hakTopam. [1pu aTom TsKesbie OpMbI YMCTBEHHO
OTCTAJIOCTU OOYCJIOBJIEHBI, IJTABHBIM 00Pa3oM, XpOMOCOM-
HBIMU MYTALIMSIMU Y BPOXIEHHBIMU MMOPOKAMU PA3BUTUSI
Mosra. Ha o0 reHHbIX MyTalluii MpuxoauTcst He 0oJiee
20% TpUIMH TsoKeToM (hopMBI OTCTaBaHUS peOeHKA B pa3-
BUTWHU, HO UX YIEJIbHbI BEC 3HAYMTEJBHO MOBBILIAECTCS
TP CPETHETSIKEIbIX U JIETKUX (hopMax.

Hapynienust ncuxonornyeckoro pa3BUTHSI U MOBeE-
HMSI LIMPOKO PACHPOCTPAHEHBI U YaCTO BXOMSAT B CUMIITO-
MOKOMILJIEKChI Pa3IMUHbIX, B TOM YUCJIE€ HACIEICTBEHHBIX,
3a00JieBaHUI IETCKOro Bo3pacta. B To ke Bpemsi 3amauu
nuddepeHIIMaTbHON TUarHOCTUKY U JISYEHUsT IETel ¢ He-
BPOJIOTMYECKUMM 3a00JIEBAHUSIMU, COMTPOBOKAAIOIIUMUCS
HapyllIeHUSIMU TO3HABATEJIbHBIX (DYHKIIMIA, pa3pelieHbl
JTaJIeKO He MOJIHOCThIO. B HacTosiiee Bpemsi He orpesesie-
Hbl MAaTOT€HETUYECKUE MEXaHW3Mbl OOJbIIMHCTBA (HOpM
TaKUX HApYLIEHUIA, UMEET MECTO HEAOCTATOK MPUMEHEHUS
COOTBETCTBYIOIIMX AMATHOCTUUECKUX MapKepoB. bosbiioe
KOJIMYECTBO PA0OT ONpeesisieT aKTyalbHOCTb YCUIUM, Ha-
MpaBJIEHHbIX KaK Ha U3YYEHUE TM3IHEPTETUUECKUX OCHOB
MATOHEBPOJIOTMYECKUX COCTOSTHUI Y HApYLLIEHUI BbICLIEN
HEPBHOM JESITeIbHOCTU, TaK U HA aHAJIN3 NICUXOMNATOJIOTU-
YEeCKUX MPOsIBJICHUI O0JIe3HEe, CBSI3aHHbBIX C HAPYLIEHUSI-
MM KJIETOYHOTO 3HeproodMeHa [12]. BHumanus tpedyror
HOBbIE KJIMHUYECKKE U JJAOOpaTOpHbIE AMArHOCTUYECKUE
MOAXOJbI U, CAMOE [JIABHOE, HOBbIE CITOCOObI JIEYEHMSI Ha-
PYLIEHUH MCUXOJIOTMYECKOTO Pa3BUTHS U TTOBEICHMUSI.

B nocnenHee necsituietve B MeIULIMHE aKTUBHO pa3-

benoycosa E.JI. u coagm. AKTyasbHbIE BOTIPOCHI IETCKOI HEBPOJIOTHU

BMBAacTCSl TaK Ha3bIBaeMOE «METabOIMIeCKOoe Harpaspiie-
HHe», (hOpMUPYIOIIee TPEICTaBICHUE O PO MUTOXOHII-
PUATTHHBIX HAPYIICHWIA (TKAHEBOM TUTIOKCUW) B Pa3BUTUHI
W TEYCHUHM CaMbIX Pa3HOOOPA3HBIX MMATOJOTMUECKUX TIPO-
neccoB [13]. BTo e BpeMsl HapacTalliee YMCIO Hayy-
HBIX PabOT W SMITUPUIECKH BhIsBIsIeMast 3((HEKTUBHOCT
SHEPrOTPOITHOM Tepaniy B OTHOIICHWW ONTUMU3AIIIN
(YHKIIMOHMPOBAHWS HEPBHOM CUCTEMBI CBUICTETHCTBYIOT
0 TOM, 9YTO OOJIBIIIYIO POJIb B Pa3BUTHM BHIIICYKa3aHHBIX
MMATOTeHETUYECKNX MEXaHW3MOB WIPAIOT PacCTPOCTBa
3aHeproobmeHa [14].

AHaM3 TOKa3aTeell OOMEHHBIX IIPOIIECCOB Y NeTeit
¢ neuMToM BHUMAHUS W TUTICPAKTUBHOCTBIO, HapyIe-
HUSIMA TEMIIOB TICMXWYECKOTO pa3BUTHsI, TTPOBEICHHBIN
Ha 6a3e MockoBckoro HWUU nenuatpuy u neTckoil xu-
PYPTUM, BBISABWI TPU3HAKKM THIIOKCUIECKOTO CHHAPOMA,
TTOBBIIIEHNST aKTUBHOCTH TIEPEKUCHBIX TIPOIIECCOB M aHAd-
pOOHOTO MIMKOIU3a, TUChYHKLMU (ochaTHO-KATbIIUEBO-
ro obMeHa M OMO’HEePreTHKU. Pe3ysraThl TICHXOJIOTIYe-
CKOT'O TECTUPOBaHUS B TMHAMUKE Y IeTel ¢ HAPYIICHUSIMHU
TICUXOJIOTUIECKOTO PA3BUTHS W TIOBENCHUS CBUACTEITBCT-
BYIOT O ITO3UTWBHOM BJIMSTHUM SHEPTOTPOITHOM Tepariu
Ha MHTEJUTEKTYaJTbHBIC TTOKa3zaTeld. B yacTHOCTH, ToCie
Kypca MeTaboJTMIeCcKOi Teparu Obl1a ycTaHOBJIEHA O01Iast
TeHICHIIMS YTyJIIeHUS TToKa3aTesiei maMsITh 1 BHUMaHWSI,
OTMEYAJIOCh YJIyYILIEHUE ITOKa3aTesieii KpaTKOBPEMEHHOM
TTaMSITH B CPAaBHEHUH C UCXOIHBIM 00CIIeIOBAHKEM.

OnHuM 13 HauboJiee CIOXKHBIX 3a00JIeBaHUN, KaK B 11~
arHOCTHUKE, TaK W TePaNleBTUIECKON KOPPEKIINH, SBIISICTCS
PaHHUWI NETCKUN ayTu3M. PesymbraThl MOMYJISIIIMOHHOTO
WCCIICNOBAHUST BBIABWIM MUTOXOHAPHUATBHBIC HapyIe-
Hus y 7,2% maumeHToB ¢ aytuaMoM [15]. B To ke Bpems
Pe3yJIBTaThl IPYroro KOHTPOJIMPOBAHHOTO MCCIICIOBAHMSI,
MPOBENICHHOTO AMEPUKAHCKON MEIMIIMHCKON accola-
IMeH, TIPEAITOoNaraloT HATMINEe MHUTOXOHIPUATLHOU ITHC-
dyaxmm y 80% meteit ¢ paHHUM IETCKAM ayTH3MoM [16].
OueBUIHO, TaKasl Pa3HMIIA B JAHHBIX JIUTEPATYPhl MOXKET
OOBSICHITBCS Pa3HBIMA KPUTEPUSIMKM BBISIBIICHUSI MUTO-
XOHIPUATBHBIX HapymeHui. [1oaToMy 0co60r0 BHUMaHMS
TpeOYIOT HOBBIC KIMHUYECKHUE W JIab0paTOpHbIC MTUArHO-
CTHYECKUE TTOIXOMBI OTIpee/ICHIsT HapYIIICHUI TKAHEBOTO
SHeprooOMeHa IPY CUHIPOME paHHETO JETCKOTO ayTHU3Ma.

[Ipu TpoBeICHNM  ITUTOXUMHWYIECKOTO  MICCIICIOBAHUS
yIoeTeil ¢ KIMMHWIECKWMMM TIPOSIBICHUSIMA PAaHHETO JeT-
ckoro aytuama (MHUMU neauarpuu u aeTckoit Xupyp-
MK) OBLUTH BBISIBJICHBI TeTePOTeHHBIC TIPU3HAKK HapyIe-
HMIA KJIETOYHOTO 3HeprooOoMeHa. [loiydeHHBIC TaHHBIE
TTO3BOJISIIOT  TPETIONOXUTh  ITAaTOTEHETUYECKYI0  POJTb
paccTpoiicTBa 3HEpProoOMeHa B Pa3BUTHM TIPOSIBICHUI
aytusma y aeteii. Y 46,8 % narueHToB (C MOBBIIIIEHUEM aK-
TUBHOCTHM CYKIIMHATIETUIPOTeHA3bl B TUMGOIMTaX) OHU
CBUJICTEJIECTBYIOT O HECTICIM(PUUECKOM  «HATIPSTKEHU»
MUTOXOHAPUATBHBIX (YHKIIMIA, YTO Haubojiee BEPOSITHO
0OBSICHSIETCSI KOMIICHCAaTOPHBIMYM MeXaHWU3MaMW. BaxHo
OTMETUTH, 9TO 3(PGHEKTUBHOCTh SHEPTOTPOITHON Teparuu
y TaKWX IeTell OTHOCUTEIBHO HEBBICOKA. Y 31% marmeHToB
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C MOHMKEHHOM aKTUBHOCTBIO 3TOro (hbepMeHTa O4YeBU[I-
HO UMEET MECTO 3HeproaedUIIMTHOe cocTosiHUe. B To Xe
BPEMS TIPUMEPHO y '/, OONBHBIX C ayTM3MOM, GoJee yB-
CTBUTEJIbHBIX K 9HEPrOTPOITHOI Teparuu, Xapakrep J1abo-
pPaTOpHBIX TMOKa3aresiell (CHUXEHUE aKTUBHOCTU CYKIIW-
HaTIETrMApOreHas3bl, BBIPAXKEHHOE CHUXKEHUE aKTMBHOCTU
ruiepodocdaraeruaporeHasbl 1 rIyTaMaTaeruaporeHa-
3bl, MOBBIIIEHNE KOHUEHTPAUWU MPOAYKTOB MEPEKUCHOTO
OKMCJIEHUSI JIMIUAOB, U3MeHeHue KoaddulveHra jak-
TaT/MUPyBaT) CBUIETEIBbCTBYET O HAIMYUM OOJiee cepbes-
HOH TMOJIMCUCTEMHON MUTOXOHIApUATbHON AUChYHKIWU,
BO3MOXHO UTpalolliell 3HAUYUTEIbHYIO MAaTON€HETUYECKYIO
POJIb B pa3BUTHUU HapyLEHUI BbICIIE HEPBHOM AesTeNb-
HOCTH.

KowmrmiekcHast sHeproTponHasi Teparnusi paHHero AeT-
CKOTO ayTM3Ma CHOCOOCTBYET YJIYUIIEHUIO KIMHUYECKON
KapTHUHBI 3200/1eBaHUs. Y MAaLEHTOB U3MEHSETCS IOBe-
JIEHVE B BUJIE YMEHbIIEHUS BBIPAXKEHHOCTH CTEPEOTUITHBIX
NBWKEHUN W TMIEPAKTUBHOCTH, YIydllaloTcs MO3HaBa-
TeJIbHble (DYHKIIMU, KOHLIEHTPAlUSI BHUMAHWSI, YBEJIUUN-
BaeTcsl 00beM aKTUBHOM pedu, UTO B LIEJIOM CIIOCOOCTBYET
MOBBILLIEHMIO KAUECTBA XXU3HU JAHHBIX NMAalIUEHTOB U UX Ce-
MeH.
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HuTepcTuimanbhbie 00J1€3HHI JIETKUX Y JeTei

H.C. Jles, H.H. Posunosa, E.U. Illnenes

Hay4Ho-unccnenoBaTenbCkuin KIIMHUYECKUIA MHCTUTYT neanaTtpun; LleHtpanbHbiii HUW Ty6epkynesa PAMH, Mockea

Interstitial lung diseases in children

N.S. Lev, N.N. Rozinova, E.I. Shmelev

Research Clinical Institute of Pediatrics; Central Research Institute of Tuberculosis, Russian Academy of Medical Sciences,
Moscow

IIpencTapiensl COBpeMeHHbIE CBENEHHS M Pe3YJIbTaThl COOCTBEHHBIX HAOIOAEHHI PA3IHYHBIX ()OPM MHTEPCTHUIHATBHBIX 00Je3-
Heii Jerkux. Oco0oe BHUMaHKE y/eJeHO TMIepYyBCTBUTEIbHOMY ITHEBMOHUTY KaK Han0oJjiee pacnpoCTPpaHEHHO HO30JJ0THH CPean
HHTEPCTUIHATBHBIX 00JIe3Heil JIeTKUX B 1eTCKOM Bo3pacrte. Iloa HaOmoneHnem Haxomuiauch 186 neteii ¢ runepyyBCTBUTENBHBIM
nHeBMOHUTOM. IIpencrasiieHbl HauGoIee 3HAYMMBIE KIMHUYECKHE, (DYHKIMOHAJIbHBIE, PEHTTEHOIOTMYECKHE W MMMYHOJIOTHYECKHE
JIMArHOCTHYECKHE NMPU3HAKU 3TOW MATOJIOTMH, PACCMOTPEHbI BONPOCHI MporHo3a. Kpome Toro, npuBeeHbl JaHHbIE, KACAIOIUECS
JIPYTHX PeaKuX (hOPM MHTEPCTHIMABHBIX 00JIe3HEH JIerKuX y JAeTeil (MIHonaTuyecKasi HHTePCTHIMAIbHAS THEBMOHKUS, MAUONATH-
YeCKMid JIETOYHbIi TeMOCHIEPO3 U JP.).

Knroueguie crosa: 5emu, UHmMepcmuyualbHovle bone3nu NecKUx, eunepttyscmeume/lbﬂbtﬁ nHeemMoHum, uouonamu4ecKas unmepcmuyu-
Ad/NbHAA NHEEBMOHUAA, uouonamu4ecKuil 1e204Hblil 2emocu0epo3.

The paper deals with interstitial lung diseases in children. It gives an update and the results of the authors’ observations of different
forms of interstitial lung diseases. Particular emphasis is placed on hypersensitive pneumonitis as the most common nosological en-
tity among childhood interstitial lung diseases. The authors followed up 186 children with hypersensitive pneumonitis. They present
the most important clinical, functional, radiological, and immunological diagnostic signs of this disease and consider its prognosis.
In addition, there is evidence for other rare forms of interstitial lung diseases (idiopathic interstitial pneumonia, idiopathic pulmonary
hemosiderosis, etc.) in children.

Key words: children, interstitial lung disease, hypersensitive pneumonitis, idiopathic interstitial pneumonia, idiopathic pulmonary he-

mosiderosis.
HHTepCTI/IHI/IaHBHBIC 0OJIE3HU JIETKUX — MHOTIO- YECKON TIpaKTUKE WCIOJAb3YEeTCd TEPMUH <«UHTEPCTH-
YUCJIeHHas TeTeporeHHasi Tpyrma 3a0oJieBaHUI, uajabHasi 00JIe3Hb JIeTKUX». YeTKHUX TaHHBIX O PacIpo-

MPU KOTOPBIX TEPBUYHO MOPAXKAeTCs JIETOYHBIM MHTEP-
crumii. B MKB-10 orcyrcrByer eaunasi pyOprka, ox-
BaTbIBalolllasl 3a00JieBaHUsl, U OHU MPEJCTaBICHbI B pa3-
JIMYHBIX MOJAKJIAccaxX W aaxe kjiaccax. Ha ceromHsiiHui
neHb u3BecTHO Oosiee 200 MHTEpCTUIIMAIBHBIX OOJIe3HEH
JIeTKUX. BOJBIIMHCTBO M3 HUX OTHOCHUTCSI K KaTEropuu
«peaKuX 00Je3HEN», UMEIOLIMX TPOrPECCUPYIOLINE Teye-
HUE U HEOJIArONPUSITHBINA UCXOI.

B nuteparype 1IMPOKO WMCMOJB3YIOTCS DPa3IUYHbIE
TePMUHBI, SIBJISIONIMECS CUHOHUMAaMM WHTEPCTUIIMATIb-
HBIX OOJIe3HEl JeTKuX: «auddy3Hble TapeHXUMATO3HbIC
3a00/1eBaHUsl JIETKUX», «IUCCEMUHUPOBAHHbIE 3a0oJie-
BaHUsl JIETKUX», «TPaHyJeMaTo3Hble OOJE3HU JIETKUX»,
«UHTEPCTULMAJIbHBIN JIETOUHBIN (hubpo3». B neauatpu-
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CTPAaHEHHOCTU YKa3aHHbIX 3a00JIeBaHUIl He UMeeTcs,
YTO OOYCJIOBJIEHO TEPMUHOJOTUYECKON HEOTHOPOIHO-
CTbIO U OTCYTCTBUEM €IMHOI 0a3bl perMCTpalivu.

WHTepcTunanbHble 00JI€3HU JIETKUX YCIIOBHO pasjie-
JISIIOT Ha 3a00J1eBaHUsI ¢ U3BECTHOM 3TUOJIOTHEH (TUriep-
YYBCTBUTEIbHBII MHEBMOHUT, WJIW 9K30T€HHBIN ajuiep-
TMYECKUI albBEOJIUT; TOKCUYECKUE U JIEKAPCTBEHHbBIE
TMTHEBMOHMTbI; THEBMOHUTbI BCJIEACTBUE ACTTUPALIMOHHO-
TO CUHAPOMA; UHTEPCTULIMAIbHbIE 00JIE3HU, BbI3BAHHbBIE
UHOEKIIMOHHBIMU areHTaMu), a TakxKe WHTEPCTULIAAIb-
Hble 00JIE3HU JIETKUX C HEYCTAHOBJIEHHBIM 3THOJIOTUYE-
ckuM (akTopoM (MAMOMATUYECKUE UHTEPCTULIMATbHBIE
MHEBMOHMU, CApKOWI03, WUIUONATUYECKUI JIETOUHbBII
TeMOCUIIEPO3, JIAHTEePraHCOKJIETOUYHBI TUCTUOLUTO3,
pasauyHble BacKyauThl) [1, 2].

WHTepctunanbHble 00JIE3HU JIETKUX JIETCKOTO BO3-
pacta M B3pOCJBbIX CYIIECTBEHHO pasznuyatorcs. He-
KOTOpble 0O0JIE3HU B3POCJbIX HE BCTPEUAIOTCSl Yy IETEH,
HampuMep UauonaTudeckuili pudpo3upyonmnili anbBeo-
JUT (OOBIYHASI MHTEPCTULIMATIbHAS ITHEBMOHMUS), KOTO-
PbIM B OCHOBHOM 00J1€10T Jitoau crapiie 50 get. Bmecte
C TeM Psii UHTEPCTULIMATIbHBIX 0OJIE3HEN JIeTKMX HabJI10-
JAeTCsl KaK y B3pOC/bIX, TaK Wy eTeli — uavonaTuye-
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CKHWe WHTEPCTUIIMATIbHBIC ITTHEBMOHUM: NeCKBaMaTUBHASI
nHTepcTuliMayibHas nmHeBMoHus1 (DIP), Hecneuuduye-
ckast uHTepcTulimanbHas nuesMonust (NSIP), numbona-
Hast uHTepcTuMaibHas nHeBMoHus (LIP). CyiiectByior
Takxe (OpMbl UHTEPCTULIMATbHBIX O0JIE3HEN JIETKUX, KO-
TOpbIE AUATHOCTUPYIOTCSI UCKIIIOUYMTENBHO y N€Tel paH-
HEro BO3pacTa, B TOM YHUCJIe HOBOPOXIEHHbIX. K HuM,
B YaCTHOCTH, OTHOCSITCSl JIETOYHBI TJIMKOT€HO3 (MH-
(baHTWIILHBIN COTOBBINT MHTEPCTUILIMIILHBIN ITHEBMOHUT),
HEUPOIHIOKPUHHBIE TUTIEPIUIA3UU, PA3IUYHbIE HapylIe-
HUSI, CBSI3aHHbIE C FTeHETMUYECKUMU Nedekramu cypdak-
TaHTa |3, 4].

BoJIbIIMHCTBO  MHTEPCTULIMAIBHBIX — 3a00JIeBaHU I
JIETKMX BO3HUKAET MOC/e KAaKOTO-JI11M00 MOBPEXIAIOIIETO
BO3ICCTBUS Ha TUCTAJbHBIC OTIENbBI IbIXaTeIbHBIX ITy-
Tei. DTO MOTYT OBITh SKCIO3UIMS OPraHUYEeCKON U He-
OpPTaHNYECKOU TBITH, WHGMEKITMOHHBIC areHTHI, ayTOUM-
MyHHbIe peakiinu. [ToBpexneHue (WM arnornros), a 3aTeM
BOCCTaHOBJIEHUE JIETOYHOM TKaHU UTPAIOT LIEHTPATbHYIO
pOJIb B MATOT€HE3€ MHTEPCTULIMATIbHBIX 00JIe3HEN JIETKUX
[5]. B mmpouecce peKOHCTPYKLIMU HapyllaeTcsl B3auMO-
NENCTBUE abBCOJISIPHBIX, SMUTCTUATBHBIX W ME3CHXM-
MaJIbHbIX KJIETOK, YTO MOXET MPOBOLIMPOBATH MAaTOJIO-
rMYecKre peakiiuu, B KOTOpbie BOBJIEKAIOTCS Pa3IuuHbIe
ME€IUATOPbl BOCTIAJIEHUSI: LIMTOKUHBI, SHAOTENUH- 1, (hak-
TOPBI POCTA, B TOM uuciie TpaHchopMuUpyroluii (pakrop
pocta-B (TGF-B) [6]. OTMeueHa nponvdepalys albBeo-
sgouutos Il Tuna, a Takxxe hbrudbpoOIACTOB U X MUTPALIUS
B oy4ar nmoBpexneHus. Pudpo3Hoe peMoIeTMPOBaHUE SB-
JISIeTcsl OCHOBHBIM MaTO(GU3UOJIOTMYECKUM MEXaHU3MOM
MPY UHTEPCTULIUATIbHBIX 00JIe3HSIX JieTKux [7].

IMpeanonaraercs HaaTMuYMe reHETUYECKOM Mpeapacno-
JIOKEHHOCTH K M30BbITOYHOMY (hrOpoobpaszoBaHuio [8].
IMoutn y 10% GOJNBHBIX C UHTEPCTULIMATLHBIMY O0JIE3HS -
MM JIETKMX 3200JIeBaHUE HOCUT CeMeHbII XapakTep [9].

VY naiueHToB ¢ UHTEPCTULIMAIBHBIMU ~ OOJIE3HSIMU
JIETKUX YCTAHOBJIEHO YCWJIEHUE IKCIIPECCUU TE€HOB, OT-
BETCTBEHHBIX 3a CUHTE3 ITPOBOCTIAIMTEIBHBIX ITUTOKH-
HOB, B YaCTHOCTU UHTepJeliknHa-1 u akTopa HeKpo3a
onyxosin-anbga [10].

HMeroTcst mJaHHBIE O CBSI3M MHTEPCTUITMATBHBIX 3200-
JIeBaHUI JIETKMX C HapylleHUeM CHHTe3a cypdakTaHT-
HbIx 6e1KoB. Kak n3BecTHO, BbIIEISIOT 4 OCHOBHbBIX BU/IA
cypdakrantHbix 6enkoB (SFTP — A, B, C, D). ®ynk-
uMsi cypdakTaHTHBIX OEJKOB 3aKJIIOYaeTcsi B UMMYHO-
MOJAYJISILIMA U PETYJIMPOBAHUU BOCHIAIMTEILHOIO OTBETA
B anbBeosiax. YpoBeHb SFTP-A u SFTP-D noBsiiaercst
y B3POCIIBIX OOJIBHBIX C WHTEPCTUIIMATBHBIM JIETOUHBIM
¢pubpozom. Mytauuu reHa SFTP-Bu SFTP-C BbI3bIBalOT
TSKEJIble MHTEPCTULIMAIbHBIE 32a001€BaHUSI JIETKUX C Bbl-
COKOI1 CMEPTHOCTBIO B IEPUOI€ HOBOPOXKAEHHOCTU. My-
tauusi reHa ABCA3, Koaupylouiero TpaHcMeMOpaHHbBIi
MEPEHOC BELLECTB Yepe3 OasaJbHyl0 MeMOpaHy, pHUBO-
JIAT K Pa3BUTUIO WHTEPCTULMAIBLHONH OOJIE3HU JIEIKUX,
MMEIONIe ayTOCOMHO-PELECCUBHBIN TUM Hacjeq0Ba-
Husl. UMeHHO 3Ta MyTauus sIBJsieTcsl HauboJiee 4acToi
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MPUYMHON JAaHHOTO 3a00JieBaHUSI Y HOBOPOXIEHHbIX,
HO TaKX€ MOXET MPUBECTU K Pa3BUTUIO OOJIE3HU Y MOJI-
POCTKOB ¥ MOJIOJBIX Jitoiei [9].

IlepcrniekTBbl  MOJEKYJISIPHO-OUOIOTUYECKUX —UC-
CJIeIOBaHU COCPENOTOYEHbI Ha MOWCKE BPOXKIEHHBIX
MyTaluuii, oOycloBIMBaIOIINX (OPMUPOBAHUE WHTEP-
CTULIMAIbHBIX 0OJIE3HEN, JOKA3aTEIbCTBE YCUIEHUS IKC-
MPEeCCU TE€HOB, OMNPEACSIONINX UHTEHCUBHOCTh (DU-
OpornponrdepaTUBHbIX MPOLECCOB, a TAKXKE CYNPECCUU
WY yIaJeHus TeHOB, CIEPXKUBAIOLIMX 3TH MPOLIECCHI.

IIpu Bcem MHOTOOOpPa3uu (hOpM MHTEPCTUITNATHHBIX
0oJie3HEN JIETKUX UM CBOMCTBEHHBI HEKOTOPBIE OOILNE
KIMHUYECKNE, (QYHKIIMOHAIBHBIC W PEHTIEHOJOTHYC-
cKue MposiBJIeHUs. DTO, MPEXIe BCEro, MPOrpeccupyro-
1ast OfIbIIKa, MpeodagaHue JbIXaTeIbHbIX PACCTPONUCTB
PECTPUKTUBHOIO THIIA, HapyllleHWEe Ta3000MeHa W Ha-
ymare Tudby3HBIX THOWIBTPATOB Ha peHTIeHOTpaMMe
U KOMIIBIOTEPHOI TOMOTpaMMe TPYIHOM KJIETKHU.

Cpey WHTEPCTULIMATbHBIX OOJIe3HEN JEerkux, Au-
arHOCTUPYEMbIX B JETCKOM BO3pacTe, 0c000e MECTO
3aHUMAcT THNEPYYBCTBUTEJbHBI NHEBMOHMT. [lepBoe
yIIoMuHaHue o 0ojie3Hu oTHocutcs K 17131, Korma
UTAbSIHCKUI TIpodeccop MeaulMHbl bepHannuHo Pa-
MallIMHU OMUCal CUMIITOMbI OOJIE3HU Y CETbCKOXO-
3SIMCTBEHHBIX pPabouyuX, CBSI3aHHBIX C MPOCEUBAHUEM
U U3MepeHueM 3epHa. nutenbHoe BpeMsi 3a00JeBaHUe
paccMarpuBaoch Kak npodeccuoHabHasi MaTOJOTHSI.
B nocneaytoniemM crano o4eBUAHO, 4TO 00JIE3Hb Pa3BU-
BaeTCsS HE TOJbKO IOJ BO3AECHCTBUEM IMPOMBIILIEHHBIX
(akTOpoB, HO U B pe3yJIbTaTe 3arpsi3HEHMST OKPYKalollei
cpenbl — BO3/1yXa, BOJbI, MOYBBI, @ TAKXKE B CBSI3U C 9KO-
JIOTWEH Xuauua, coAepKaHUeM B IOMAllHUX YCJIOBMSIX
XUBOTHBIX 1 OCOOCHHO TITHII.

o nmocnenHero BpeMeHM He ObLIO €IMHCTBA B OIpe-
neaeHuu 0oJie3Hu. 3abosieBaHue OMUCHIBAIOCH MOJ pas-
JINYHBIMYM Ha3BaHUSIMU: «TUTIEPCEHCUTUBHBIN» , WJIK «TH-
MEePUYYBCTBUTEIbHBII» ITHEBMOHMT, «3K30T€HHbII
AIEPTUYECKII aJTbBEOJTUT , «MHTAISIITUOHHBIC TTHEBMO-
MMaTUW», «AHTEPCTUIIAATBHBINA TPaHyJIeMaTO3HBIN TTHEB-
MOHWT» U JIp.

B ocHOBe runepuyBCTBUTEIbHOIO MHEBMOHUTA Jie-
KAT WMMYHOJIOTMYECKM WHIYLIMPOBAaHHOE BoOcCHalle-
HHME JIETOYHOW TapeHXWMBI, IIPW KOTOPOM B IIPOIIECC
BOBJIEKAIOTCS CTEHKM aJlbBeOJ U OpPOHXOB BCJIENCTBUE
HEOJHOKPATHOTO BIbIXaHMSI pa3HOOOPa3HOU opraHuye-
ckoit mpln U apyrux BeuecTs [11]. Haubonee yactbiMu
NMpUYMHAMU 3a00JieBaHUsl SIBJISIIOTCSI OEJKU XKMBOTHOTO
U PACTUTEJILHOTO TMPOUCXOXIEHUSI, TPUObI, MPOCTEil-
e, XuMudeckre BemecTBa. CaMbIMM 3HAYUMBIMU
U3 HEOJArONPUATHBIX (PAKTOPOB JOMAIIIHEN CPEJbl CUM-
TAlOTCS TePMODWIIbHBIC AaKTUHOMUIIETHI, AaHTUTEHBI TTTHUII
¥ TpUOKOBBIE aHTUTEHBI [12].

B netckoM Bo3pacTe TMNEPYYBCTBUTEIbHBINA IHEB-
MOHMT paccMaTpUBaeTcsl Kak peakoe 3aboseBaHue. B 3a-
pybexHoil nuTtepatype 3a mocienHue S50 1eT ommcaHo
Bcero 95 cimydaeB I'MIIEpYYBCTBUTEIIBHOTO ITHEBMOHMTA
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y aeteit [9]. OmHako He MCKJIIOUYEHO, 4TO 3a00JieBaHME
BCTpeJaeTcsl yJaie, 9eM IMarHOCTUPYETCS, ITOCKOJBKY
y IeTeii BBISIBJICHUE TUIIEPIyBCTBUTEIEHOTO ITHEBMOHMTA
TIPENCTABIISIET CYIIECTBEHHBIE CJIOXXHOCTH, TPEOYeT CIie-
IIMAJTLHBIX METONIOB MCCIICIOBAHMS.

B Hameit ctpaHe HauOOJBIIMI OMBIT IO HadJOIE-
HUIO JIeTel ¢ 3TOi 00JIe3HbIO HAKOILJIEH B KJIMHUKE TMYJIb-
MoHosiorun MockoBckoro HUW neauatpun u nerckoi
Xupypruu (HpiHe HayaHo-umcciienoBaTeIbecKuii KITMHIIE -
ckuit uHcTUTYT nenuarpuu) [13, 14]. CobcTBeHHbIE Ha-
omomeHus, Kacatonuecs: 186 meteii, 60TbHBIX TUITEPUYB-
CTBUTEJIBLHBIM ITHEBMOHWTOM, ITO3BOJIMJIM OIPEICIIUTE
KIMHUKO-(YHKIIMOHAIBHBIE, WMMYHOJIOTUYEeCKUE, pa-
TNOJIOTUIECKIE OCOOCHHOCTU ITaTOJIOTHH, pa3paboTaTh
COBPEMEHHBIC KPUTEPUH €€ TMArHOCTUKMU.

OTMeueHO, 9To 3a00IeBaHIE MOXET PA3BUTHCS B JIIOOBIC
BO3pACTHBIC TIEPHOMBI, JaXe y AeTell TPYIHOTO BO3pacTa.
INon Hamum HaGmoneHUeM ObLIo 48 nereid, 3a00JEBIINX
Ha ITepBOM TofTy X13HU. Kak mpaBwiio, TUTIepUyBCTBUTE -
HBIM TTHCBMOHWTOM 3a00JIeBaJIN JICTH, MMEIOIIINE TIpeapa-
CIOJIOXXEHHOCTD K aJUTEPTUYECKUM PEaKITUsIM.

[UnepyyBCTBUTEBHBI ITHEBMOHUT MOXET WMEThb
OCTpOe, TIOMOCTPOE M XpOHWYEeCKoe TedeHme. MHorma
3aboyieBaHUEe Cpa3y MPUHUMAET XPOHMYECKOE TCUCHME,
KOTOPOE XapaKTepU3yeTcsT HETPEePhIBHO IPOTPeCcCHUpy-
IOIUMKA  CHMIITOMaMM C HapacTaHWEM JIbIXaTeTbHOMN
HeJI0CTaTOYHOCTU, (popMUpoBaHueM ¢udpo3a, COTOBO-
ro Jerkoro, sMdusemsl. [Ipu aToM TIporpeccupoBaHue
MOXeT HOCUTh BOJTHOOOPA3HBIN XapaKTep C SITU30IaMu
HapacTaHWUs W CTUXaHWSI CUMIITOMATWKHW. Omplika —
OCHOBHOU M HamboJjiee paHHWI CUMIITOM 3a00JIeBaHMS.
Lwano3 mosBisieTcss Ha 60Jee TMO3MHUX CTamusx 0o-
JIe3HW, BO3HUKACT WJIM YCUJIMBAETCA TPHU HU3NICCKON
Harpyske, y JeTeid MJIaJIIero Bo3pacta — IMpu KopMile-
Huu. Kamienb 00pIYHO HENTPOAYKTUBHBIN WJTU C OTICIIe-
HUEM CKyIHOH CIM3UCTO MOKpOTHI. B mepuoae o60-
CTpeHUsI MOXeT Habonarbes GheOpuiibHas JIMXopaaKa.
Y GONBHBIX HEPEeNKO OTMEYaeTCs MOTepsl MAacChl Tea,
OTCTaBaHUE B (GU3NICCKOM DPa3BUTUM. YacTBIM U TIPO-
THOCTMYECKU HEOJArONMPUSITHBIM TIPU3HAKOM SIBIISICTCS
YTOJIIIIEHNE KOHIIEBBIX (haslaHT TaTbIIEB T10 TUITY «bapa-
OaHHBIX TAJIOYeK», HOITH B (POPME «JACOBBIX CTEKOJI»
(«mmampiel  [ummoxkpara»). dusnkaabHbIE W3MEHEHUS
B JIETKUX TP TUTICPUYYBCTBUTCIBHOM ITHCBMOHUTE He-
crrerduyHbL.  [IpocaymmBaloTcss HeXHBIE KPEIUTH-
pylolliie, TaK Ha3bIBacMbIe <«IIeJTIOAHOBBIE» XPUITHI
Ha BIoxe. XapaKTepHO HECOOTBETCTBHE BBIPAXKEHHOM
OIIBITIIKA OTHOCUTEILHO HEOOIBITUM (PUBMKATEHBIM M3-
MEHCHUSIM B JICTKUX.

VY nereit pecmpaTOpHbIe CUMIITOMBI MOTYT OBITH He-
yeTkMMU. Hepenko ot Havaia 3abojieBaHUS IO MOCTa-
HOBKM OKOHYATEJIPHOTO JMarHo3a ITPOXOMST MECSIIBI
U TaXKe TOIBI.

JITSI AMaTHOCTUKY ~ TUTIEPYYBCTBUTEIILHOTO — ITHEB-
MOHHUTa Ype3BBIYATHO BaXXKHBI JaHHBIC PEHTTCHOJIOTH-
YecKoro o0OcaenoBaHUsI U OCOOEHHO KOMIIbIOTEPHOI

Jles H.C. u coasm. InTepcTuIIManbHbIe 00E3HU IETKUX Y AeTeit

tomorpacdum. Ha peHTreHOTpaMMax W KOMITBIOTEPHBIX
TOMOTpaMMaXx OIIPENEISIIOTCS] MEJIKOOYaroBble TeHU, KO-
TOPBIE MOTYT OBITh CTOJIb BEIPAXKEHHBIMHA W OOVMITbHBIMH,
YTO MHOTJAa MMUTHUPYIOT KapTUHY MUJIMApHOTO Tybep-
Kyne3a. XapaKTepHbl WHTEPCTULIMATbHBIE W3MEHEHWS
10 TUITY «<MaTOBOTO CTEKJIa», & TAKXKE 30HBI TTOBBIIIICHHOM
MPO3pPaYHOCTA ¥ HEPAaBHOMEPHOTO B3OYTHS JICTOUHOM
TKaHu [15, 16].

[To HamMM HAOTIOMEHUSM, PACITPOCTPAHEHHBIM (Gu-
Opo3 JIETKMX TIPU TUTICPYYBCTBUTEILHOM ITHEBMOHUTE
y IeTeil HabomaeTcsl TOBOJBHO peako. Yarme BcTpe-
JaroTcs JIOKaIbHBIE (DUOPO3HBIE M3MEHEHMS B BEPXHUX
OTHeNIaX JIETKUX, CpemHel moie, 6a3adbHBIX CerMEHTaX
(coBmecTHO ¢ M. B. KocTioueHko).

ITpoBenennsie Hamu coBMmecTtHO c C.D. LpimieH-
KOBOW WCCIenoBaHWS (YHKIIMA BHEITHETO JBIXaHWS
CBUICTEIBCTBOBAI O MPEOOIAaHNMN Y AeTell C TUTep-
JYBCTBUTCIHPHBIM ITHCBMOHHMTOM OOCTPYKTUBHBIX Ha-
pyuieHnii. OTMEYEHO CHUXEeHHEe o0bema (hopcUpOBaH-
Horo Bbigoxa 3a 1 ¢ (O®B)), koapduumenta Tuddno
(O®B,/®XKEJ), yBeaudeHne 0CTaTOYHOTO 0ObEMA JIET-
KUX 1 €TO JOJIU B OOIIIEi eMKOCTH JIETKUX. ¥ HEKOTOPHIX
Hamux manyeHToB (y 11%) ObUTO cTaGWIIBHOE YBeIUJe-
HHE OCTaTOYHOTO 00beMa JIETKHX, UYTO TaBaJI0 OCHOBaHUE
TIPENITOIOXKUTH (hOPMUPOBAHUE IMMDU3EMEI.

BMecTe ¢ TeM ipuw HanboJiee TSOKEIOM TeUEeHUM TH-
MePYyBCTBUTEILHOTO ITHEBMOHUTA OOBIYHO PETUCTPHU-
pPOBAJIMCh W PECTPUKTHUBHBIE HapymreHus. Ilpu Ha-
JUYUU  PacIpOCTpaHEHHOTO (UOpo3a JIETKUX MBI
OTMETWJIM CTOMKOE CHIDKEHUE XXN3HEHHON €MKOCTH JIeT-
Kux (1o 42,7%), ob1eii eMKOCTH JeTKuX (10 64,5%).

B pesynsrare Tmiepdy3MOHHO-BEeHTWISIIMOHHBIX Ha-
pYIIEHW 1 0OeMHEHWS] MWKPOIMPKYJISITOPHOTO pyciia
TPOVCXOANT CHIDKEHHE MUMGhY3MOHHOW CIIOCOOHOCTH
JIETKUX, pa3BUBaeTcsl runokceMus [12].

HMMMyHONIOTUYEeCKIE WCCIeIOBaHUS TIPU TUTIEPUYB-
CTBUTEJLHOM ITHEBMOHUTE B OCHOBHOM COCPENOTOYCHBI
Ha noucke cnenuduyeckux IgG K «<BUHOBHOMY» aHTUTE-
Hy. ¥ HabG01aBIIMXCSl HAMU JIeTeil MeTogoM Immunocap
obsutn onipenenieHsl 1gG K Penicillium, Aspergilus, Candida,
Cladosporium, aHTUTeHaM TIOIyrasi, roJjiy0s, KJieueun
noMalliHel Tielii pona Farina, Pteronissinus. 'Y miogaB-
JITIONIETO  OONMBITMHCTBA W3 HUX (95,7%) BBHISBICHBI
JIOCTOBEpHbIE TUTPbI creuuduueckux IgG K rpudam
pona Candida, K aHTUATeIaM TIepa, TTIOMETY royiy0si, Kje-
mam pona Farina (coBmectHo ¢ E. M. I1labenbHUKOBOI
u T. C. OkyHeBoit). CeHcuOMImM3auusi K eIMHCTBEHHOMY
aHTUTEHY HaOJIomajach PEeIKO, B OCHOBHOM OTMeuYcHa
nojauceHcuounU3auusi K rpuéam 3—4-ro TUna, MUHOT-
Jla B COUYCTAHUU C CCHCUOWIM3aIlMeil K aHTUTEHaM TITHUIT
U KJIeIaM JOMAIlHEN MbUIN.

[Ipu TUTIEPUYBCTBUTEILHOM TTHEBMOHUTE MOTYT OT-
Meuatbesl conmyTcTBylomne IgE-onocpenoBanHble peak-
LMY TUTIEPIYBCTBUTEIHPHOCTH HEMEUIEHHOTO THIA. DTO
Jaime BCETo BBIABIISIOCH K OBITOBBIM aJlIepreHaM, pexke
K ITBUTHIIEBBIM M TPUOKOBBIM aJlIepreHaM.
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CoueTaHue TIMIEPUYYBCTBUTEIbHOIO IMHEBMOHMTA
1 OpOHXMAJIBHOM acTMbI BCTpeuaeTcst B 5—25% ciydaeB
[13, 14]. Mbl nuarHOCTMpOBaJIU OPOHXMATIbHYIO aCTMY
y 18% GONBHBIX C TUTIEPIYBCTBUTEIBHBIM ITHEBMOHUTOM.
Y GoJIbIIMHCTBA U3 HUX MPUCTYIbl OPOHXUATBHOM aCTMbI
MPEIIEeCTBOBAIM MOSIBICHUIO KIMHUYECKUX CUMIITOMOB
TMIIEPYYBCTBUTEIbHOIO THEBMOHMUTA.

7151 KOCBEHHOTO CYXIEHUsI O Mpolleccax, IMpouc-
XOMSIIIMX BJIETOYHOW TKaHU, WCIIONb30BAICS METO
OLIEHKU 32XWBJIEHUSI aCENTUYECKOT0 BOCTAJIEHUST KOXU
— «KOXHO€e OKHO» (coBMecTHO ¢ E. A. Pyxxuukoii). Ycra-
HOBJIEHO, YTO OCOOEHHOCTU MUTpALIMU B OYar Bocraje-
HUST Pa3IMYHBIX BUIOB (ParouUTUPYIOLIUX KJIETOK, MOJ-
HOLIEHHOCTb MEXKJIETOUHbIX B3aUMOJICCTBUIA, CKOPOCTh
00pa3oBaHus BOJIOKHUCTBIX CTPYKTYP 3aBUCSIT OT TsIKe-
CTH ¥ CTAQIW TUIEPIYBCTBUTEIHPHOTO ITHEBMOHUTA, Ha-
Jnuust GuOPO3HBIX UBMEHEHUI B JIETOYHOMN TKaHM.

[Tpu TUTIEpUYBCTBUTEILHOM ITHEBMOHHUTE C AMAar-
HOCTUYECKOW 1EIbl0 MPOBOAMTCS aHAIU3 KJIETOYHO-
ro cocTaBa OpPOHXOAJIbBEOJSIPHOrO JiaBaxa. M3BecTHO,
YTO JIJIs1 3TOM TATOJOTUM XapaKTepHO YBEJIMYEHUE O0-
1IEro KOJWYeCTBa BOCMAJIUTENbHBIX KJIETOK C Mpeoda-
JNaHueM JUM@OLIMTOB M YMEHbIIEHUEM COOTHOLIEHUS
CD4/CDS8. OnHako y aeTeil 3TOT nmokasarejib He UMeeT
CYILLIECTBEHHOTO IMAarHOCTUYECKOTo 3HaueHus [17].

Kak npaBuio, ToyHasi JaUarHOCTMKa OOJBIIMHCT-
Ba WHTEPCTULMAIbHBIX OOJIE3HEN JIETKUX BO3MOXHA
MpY OlIeHKEe OWONCUITHOrO Martepuana Jerkux. buomn-
CUSl JIETKUX CUMTAETCS B HACTOSIILIEE BPEMSI <«30JIOThIM»
CTaHAAPTOM B AMArHOCTUKE WHTEPCTULMATIbHBIX 00Je3-
Helt jgerkux. OgHaKo B OOJIBIIMHCTBE Cy4aeB TMCTOJIO-
rMYecKoe MCCIeJOBaHUE JIETOYHO TKaHUW He TpedyeT-
csl, Y OMOICHUSI MCIOJIb3YETCsl TOJbKO TMPU 3aTPyIHEHUU
B yCTaHOBJIEHUM nuarHosa [9]. bonee Ttoro, mpu XxpoHu-
YECKOM TEYEHUU TUIEePUYYBCTBUTEIHLHOIO MHEBMOHUTA
Mopdoioruueckass KapTMHa MOXET yTpauuBaThb CIELU-
(buyeckue yepTbl, B OCHOBHOM ollpenessieTcss JumMdo-
uutapHas UHOWIbTpalus, (GuOpPo3 JIErOYHON TKaHM.
HMmeHHO nogoOHasi rucTojoruyeckasl CUMITOMAaTHKa
“Mesla MECTO IpHU OMMCAHUM OUONCUITHOrO Marepuaa
JIETKUX y 3 HAaOMI0AaBUIMXCS HAMU JIETEM.

[Ipu edeHUM TUTIEPUYBCTBUTEIHLHOTO ITHEBMOHMTA
onpeesiolee 3HaYeHUEe UMEET UCKIIOUEHUE KOHTAKTa
C «<BUHOBHBIM» areHToM. OCHOBOI MeIMKaMEHTO3HOM
Tepanuu sSIBJISIIOTCS TJIIOKOKOPTUKOCTEPOUIbI, 00Ia1at0-
1K€ TPOTUBOBOCMAIUTENbHBIM U UMMYHOCYITPECCUPYIO-
IIMM CBOMCTBAMMU.

Mpbl yoenuiuch B TOM, YTO MPU aJeKBaTHOM U CUCTeE-
MaTHMYECKOM JIeYEHUM Yy OOJBIIMHCTBA OOJbHBIX YyAaeT-
Cs OCTUYDL CTAaOWIM3ALUM U JaXe YIydlIeHUsI COCTOSI-
Hust. [IporpeccupoBaHue 00J1€3HU ObLIO OTMEUEHO JIMIIIb
y 14 u3 137 nauueHToB, HAOIIOAABIIMXCSI HAMU B AMHAMU -
Ke Ha MpoTskeHuu 3—7 JieT. Y 3TuX 00JIbHBIX ChOPMHUPO-
Basicst Iudby3HbIM JeroYHbIi (GUOPO3 U JJeroYHO-cepaey-
Hasl HEJOCTAaTOYHOCTh, KOTOPbIE B TPEX Cydyasix MPUBEIU
K JIETIbHOMY UCXOJy B OAPOCTKOBOM BO3pacTe.

OB30PbI JINTEPATYPbI

Cpeny WHTEPCTUIIMATBHBIX OO0JIE3HEH JIeTKMX OTpe-
NEJICHHBI WHTEPeC TPEACTABISIOT HANONATHIECKHE WH-
TEePCTHIHAJbHbIE MTHEBMOHIH. DTHOJIOTMUECKHE (HaKTOPHI
pPa3BUTHS 3TUX 3a00JIeBaHUII HE YCTAHOBJICHBI, B CHITY
YEero WCIMOJIb3yeTCsl TEPMUH «MauoNaTu4eckuii». Cyiie-
CTBOBABIIIME MHOTHE TOIBI TEOPUM BUPYCHOTO, ayTOUM-
MYHHOTO, TIOJTU3THOJIOTMYECKOTO TTPOUCXOXICHUS C TI0-
3UIUI TOKa3aTeTbHOM MEAMIIMHBI apTyMEHTHUPOBAHHBIX
TTONTBEPKIEHUIA HE TIOTYYMITH.

TepMuHosiornyeckasi HeoINpeaeJeHHOCTh co3/1aBaa
Oosiblliie MPOOJEMBbI B AMUAEMUOJOTMYECKUX UCCTIe-
MOBAaHMAX W IMPEMATCTBOBaja TIpOorpeccy B M3YYCHUH
WIUOTIATUIECKUX ~ MHTEPCTUIIMAIBHBIX  ITHEBMOHUM.
B 19992002 rr. EBponeiickoe pecrimpaTopHoe oOlie-
ctBo (EPO) u AMepukaHCcKoe TOpakajibHOE OOILEeCTBO
(ATO) npuuuiM K COralleHMIO 0 MOBOJY KJaccu-
bukanu W onpeneNeHUsS TIOHATUS NIMOIMATUYSCKUX
WHTEePCTULIMATBHBIX TTHEeBMOHUM. CYIIHOCTh 3TOTO CO-
IJIAMICHUST 3aKITI0YaeTCsl B BBIICJICHUM 110 MOPMOJIOTH-
YECKUM KPUTEPUSIM HMIUONATUICCKOTo (Gubpo3upyro-
IIETO ATBbBEOJIUTA M3 TPYIIITHI CXOXHBIX TI0 KITMHUTIECKIM
MPOSIBJICHUSIM OoJie3Hel [18].

Hnuonatnyeckne WHTEPCTUIIAATBHBIE ITHEBMOHUU
BCTpeyaloTcsl y ieTeil kpaiiHe peako. Mbl Habmona-
JIV JTUIIb 2 OONBHBIX (MaJbuMKa 9 JIeT U IeBOYKY 5 JieT)
C OCTPOIi MHTEPCTULIMATILHOM MHEBMOHUEN — CHUHIPO-
mMoMm XameHa—Puua. 3abGoneBaHME HOCUJIO HEYKJIOHHO
MTPOTPECCUPYIOIINIA XapaKTep C TSKETBIMUA TTPOSIBIICHU-
SIMU JIbIXaTeJIbHON HEAOCTATOYHOCTHU. 3a KOPOTKUIA CPOK
(B TeueHue 3—4 mec) cpopmupoBanuch GUOPO3HBIC W3-
MEHEHUsI B JIETOYHOI TKaHU. 3a00JieBaHNEe Y 000X IeTei
OCJIOXXKHIJIOCH (POPMUPOBAHUEM KHUCT, ITHEBMOTOPAKCOM.
Jlet TOrMOIM B TeUeHUE 8 MEC C MOMEHTa YCTAHOBJICHUS
ar”Ho3sa.

K wHTEepcTUIIMATEHBIM OO0JIE3HSIM JIETKUX OTHOCHUTCS
CapKoMA03, TIPU KOTOPOM TpaHyJIeMaTO3HbIE TIOPAKEHUS
pa3BUBAIOTCS B Pa3IMYHBIX OpraHax, HO HauboJjiee YacTo
ITOpakaroTcsl OpraHbl OBIXaHWS. XapaKTepHbIe KIWHU-
YecKHre TIPU3HAKU CapKOMI03a BKIIOYAIOT JBIXaTeIbHYIO
HEIOCTaTOYHOCTh, YBEIMICHUE JTUMMATUICCKUX Y3JIOB,
TopaxkeHue Koxu, ria3. Hecnermdbnyeckumu cuMITo-
MaMU SIBJISIIOTCS JIMXOPAIKa, acTeHUS, TOTeps MacChl
Tena. Ha peHTTeHOrpaMMax M TOMOTpPaMMax OIIpeNesisi-
eTcsl yBeJMuYeHUE JUMOOY3/I0B U MHTEPCTULIMATbHBIE
U3MeHEeHUsA. BpoHX0ambBeIIPHBIN JlaBaX: IOBBIIIICHUE
cootHolienusi CD4/CDS§ v noBblllieHUE YPOBHSI aHTU-
OTeH3UHIpeBpaniaoniero depmenra. JluarHo3 OCHO-
BBIBAcTCS Ha COUYCTAHUM KIMHUYECKUX OCOOEHHOCTEH
C TUCTOJIOTMYECKA  JTOKYMEHTHUPOBAaHHBIMU  HeKas3eo-
bunupyrommMu TpaHyJIeMaMd TIPU OTCYTCTBUM JIPYTUX
NpUYrH (popMUpoBaHus rpaHyJjiem [19].

B psine ciydaeB KIIMHWYECKUE TPOSIBJICHUS CapKOM-
I103a MOTYT OBITh BeChMa CKYITHBIMU WJIA BOOOIIIE OTCYTCT-
BOBaTh. Tak, MbI HaOTIOMAIH 2 TIAITMEHTOB TIOJPOCTKOBO-
ro Bo3pacta 16 u 17 JieT, y KOTOPBIX MHTEPCTUITMATBHBIE
W3MEHEHUS B JIETKUX OBIIN CIIyJaifHO BBISBJICHBI Ha peH-

POCCUNCKWIA BECTHUK NMEPUHATOJIONMN U TNEANATPUN, 1, 2014




TreHoTpaMMax I'PYITHOW KJIETKW TIPY AMCTIAHCEPHOM 00-
CJIeZIOBaHWM W B MAJIBHEUIIIEM TIOATBEPIMINCH Ha KOM-
MTBIOTEPHBIX TOMOTrpamMMax. KIIMHWYecKue TpOsTBICHUS
— OJIBIIKa, Kallelb OTCYTCTBOBAJIW. BBUTM OTMEUYCHBI
Hepe3KOo BBIPaXXEHHBIE (DYHKIIMOHATBHBIC W3MEHEHMUS:
PECTPUKTUBHBIE W OOCTPYKTHBHBIC HapylIeHUs (GyHK-
IIMM BHEITHETO IbIXaHWs, CHWXeHWe muddOy3noHHOMN
CIMOCOOHOCTHU JIETKUX.

OnHo U3 Haubosiee W3BECTHBIX B MEAUATPUUYECKON
KIMHUKE WHTEPCTULIMATBHBIX 3a00JIeBAaHUN JIETKMX —
WIMONATHYECKHIA JIETOYHBI TeMOCHIepo3, KOTOPBIA Xa-
pakTepusyeTrcsd KJIACCUYECKOW TpUaaoll IPU3HAKOB:
KpOBOXapKaHbe, aHeMHUS W MHOWIBTpaTUBHBIC TEHU
Ha peHTreHorpamMmax. IlopaXeHus JerKux HOCAT Oura-
TepaJbHBIA XapakTep. B MOKpoTe U OpOHXOTBBEOISAP-
HOM JIaBaxke OOHapyKMBAIOTCS Makpodaru ¢ reMocuje-
puHoM (remocuaepodaru) [20].

CyIiecTByeT MHEHHE, YTO JUTA TTOCTAHOBKY THUArHO3a
JIOCTAaTOYHO BBISIBJICHWS YKa3aHHOW TPUaIbl IPU3HAKOB.
[ucronornyeckas olieHKa OMOICUITHOTO MaTepualia Imo-
3BOJISIET OKOHYATEeJbHO BepubUIIMPOBaTh AUarHos [21].
[Mox HabmomeHWeM Hamleld KIWHWKA 34 ITOCJIEIHIE
10 et HaxomwauCh 7 OeTel ¢ MAMOMMATUICCKUM JIETOd-
HBIM TEMOCHIECPO30M, 2 W3 HUX ITOTUOJU OT JIETOUHOTO
KPOBOTEUCHUSI.

K rpyrire mHTepCTUITMATBHBIX 00JIe3Hel JIeTKMX OT-
HOCSITCS HEKPOTHU3HUPYIOIME JIeroYHble BACKYJIHMTHI (Tpa-
HyJiemMaro3 BereHepa, MUKPOCKOITWYECKUN TIOTHMAHTH-
uT, cuHIpoM Iymmacyepa). DTH moOpakeHUs M3BECTHHI
KaK TTIOYeYHO-JICTOYHbIe CMHIPOMEI. B OCHOBe BacKyIu-
TOB JiexaT HelTpoduibHbIe TOBPEXAeHUsI ¢ GUOPUHO-
WIHBIM HEKPO30M CTEHKM KanuJuIsipoB [22].

Pa3BuTHe JIETrOYHBIX BacKyJIMTOB YacTO CBSI3aHO
C IPONMYKIIMEN aHTUHEUTPOMWIBHBIX IIMTOIUIa3MaTH-
yeckux aHtuten (ANCA). TloBblllieHME TUTpa aHTU-
nporerHasbsl C-ANCA xapakTepHO ISl TpaHyjieMaTo3a
Berenepa, antuten K muenonepokcumaze P-ANCA —
JUJIs1 MUKpocKkonuueckoro nosiuanruuta [23]. [pu cuH-
npoMe [ymmacyepa hopMUPYIOTCS aHTUTENA K 6a3aTbHOM
MeMOpaHe JIETKNX, a TAKXKe KITyOOUKOB ITOYEK.

BackyuThl HepenKo COTPOBOXIAIOTCS JIETOUHBIMU
KPOBOTEUCHUSIMUA B PE3YJIBTaTe IOBPEXKICHUS MEJKUX
COCY/IOB JIETKMX. 3a00JieBaHUSI OTJIMYAIOTCSl BBICOKUM
YPOBHEM CMEPTHOCTH, XOTSI TIOCJTICTHUE WCCICIOBAHUS
CBUJICTENIBCTBYIOT 00 YJIYJIIEHUM TTPOTHO3a M BEDKHUBAE-
MocTtu 6ostee 80% OONBHBIX ¢ BAaCKyTUTaMu [22].

IMon HabmogeHWeM Halledl KJIMHUKA —HaXOIUJICS
OosbHOI 17 et ¢ cuHapoMoM [yanacuepa, y KOTOpOro
OBIIIO BBISIBIICHO COYCTAaHHOE TOpaXkeHMe JIETKUX (Kpo-
BOXapKaHbe, ONBIIIKA, PEHTTCHOJOTMUYECKHUE TPU3HAKU
nudbdy3HOr0O MHTEPCTULIMATBHOTO Mpoliecca) U Moyek
(TemMaTypusi, IPOTCHHYPHUSI, TEUKOIUTYpHsI, T Dy3HbIC
U3MEHEHUS TTOYEK ITPH YIBTPa3BYKOBOM MCCIICIOBAHUN).
JvarHo3 ObUT IMOATBEPXICH OOHAPYKEHUEM TTOBBIIICH-
HOTO YPOBHSI aHTUTEN K 0a3aibHOI MeMOpaHe KI1y0OuKOB
noyex [24].

Jles H.C. u coasm. InTepcTuIIManbHbIe 00E3HU IETKUX Y AeTeit

K crcTeMHBIM BacKylIMTaM OTHOCHUTCS TaKXe CHH-
npom Yepmxka—Crpoc — ayTOUMMYyHHOE 3a00JieBaHUE
C TUTIEpraMMarnIooy TMHeMUE, TTOBBIIIEHUEM YPOBHS
IgE, P-ANCA. KinuHuueckasi KapTuHa BKJIIOYAET TsKe-
JIyI0 OpOHXMAJIbHYIO acTMY C 303MHOMGUINEH 1 HAIMYKUE
WHOUIBTPATOB B JICTKUX. B ITeamaTpuyecKoi MpaKkTUKe
onucaHbl 29 cinydyaeB 3a00JeBaHUsI, TTOPAXKEHUE JIETKUX
HMMEJIo MecTO y 72 % 3TuX maiueHToB [25].

Kak naTepctuimanbHasi 00JIe3Hb JIETKUX C HEU3-
BECTHOI OTHOJIOTHEI paccMaTpUBAETCSI JIAHTEPraHCo-
KJIETOYHBI THCTHONMTO3. 3a00JIeBaHNE XapaKTepU3yeTCsI
pacTpocTpaHeHHEM U POCTOM KJIeToK JlaHrepraHca, OT-
HOCSIIIMXCSI K MOHOLIUTAPHO-MaKpodarajlbHOM cUCTEME.
Hapsiny ¢ nerkumu nopaxarorcst Koctu (B 80% ciydaes).
JarHO3 TTONTBEPKIACTCSA THCTOJIOTUIECKH: B OMOIITaTax
JIETKUX O0HapyKMBaIOTCS KJIeTKHN JlaHTepraHca, 303MHO-
bwtpl, TUMOOLNTEI, TIa3MaTUYECKUE KIETKH, (Guodpo-
0s1acThI, aJIbBeOJIIpHBIE Makpodaru [9].

Belllle 1uta pedyb 00 MHTEPCTUILIMATIBHBIX OOJIE3HSIX
JIETKMX KaK OTIEBHBIX HO30JIOTUIeCKUX opMax. Bme-
CTE C TeM MHTEPCTULIMATIbHBIC TIOPaKEHUSI JISTKUX MOTYT
OBITH TIPOSIBJICHUEM NpPH APYruX 3adojeBanusx. OHU co-
MTPOBOXKIAIOT IMTPAKTUIECKU BCe CUCTEMHBIE 3a00JIeBaHMS
COCITMHUTENIFHON TKaHU. Hepemko WHTepCTUIIMATBHBIE
TTOpaKeHUS JIETKUX HAOJIOMAIOTCST TIPY OOJIE3HSIX HAKO-
TJICHUST, HEMPOMBIIIIEYHBIX 1 HEMPOIHIOKPUHHBIX CTpa-
JMAHWSX, TTATOJIOTMY TOHKOM U TOJICTOM KUIIIKW, UMMYHO-
nedunurax [1, 2].

Tak, mpyW CUCTEeMHOM KPacHOU BOTYaHKE WHTEPCTH -
IMaJTbHBIC TIOPAXKEeHUS JIETKUX BCTPEYAIOTCS TIPUMEPHO
B 3—8% cnyuyaeB [26]. Boiee yacTo oHM HaGIIOmAIOT-
cg Tipu ckiaepoaepmMun (10 25% cliydaeB Yy B3pOCIBIX
u 65—90% y neteit) [27]. [Ipu 3TOM UHTEPCTULIMATTbHBIE
JIETOYHBIC TIOPaKeHUsI HE KOPPEIUPYIOT C IMIPOTHO30M
00JIe3HU.

JepMaTOMMO3UT,/TIOTUMUO3UT — BOCTIAJIMTETBHBIE
MHOTIATUU TaKKe MOTYT COTPOBOXIATHCI WHTEPCTUIIN-
ATHHBIMU TTOPAKCHUSMH JIeTKUX. JlerouHast TaToJIOTHsI
B 3TUX CJyJasX BCTpeUYaeTCs TOYTH Y MTOJIOBUHBI B3pO-
cibIX mauueHToB 'y 10—20% GonbHbIX Aeteir. OOBIYHO
WHTEPCTULIMATEHOE TIOPaXKEHUE JIETKUX TTPUCOCTMHSIETCS
Ha TIO3MHUX CTamusX OOJIe3HW, HO MHOTIAa MOXET OBITh
MepBbIM MPU3HAKOM 3aboseBaHus [27].

[MopaxeHUsT  JIETKMX  JOCTaTOYHO  XapaKTePHBI
st cuaapoMa IllerpeHa, TPOSIBISIONIETOCS OCHOBHOM
TPUAION MPU3HAKOB: CYXOCTb CIIM3UCTBIX, KCepodTaih-
MUsI, apTpuT. 3aboJjieBaHUSI Pa3BUBAETCSl BCJEICTBUE
JuMdOoIMTapHON WHOWIBTPAIIMY Pa3TUYHBIX OPTaHOB
u cucTeM [26].

HHTepcTUIMaNbHBIE TTOPAXKEHUS JIETKUX MOTYT Ha-
OJTIOaThCS  TIPU HACJIEACTBEHHBIX HAapYIICHUSX OOMe-
Ha BeIIeCTB, B YaCTHOCTU TIPW OOJIE3HSX HAKOIUICHUS,
CBSI3aHHBIX C NeUITUTOM Pa3IUIHBIX (hepMEeHTOB. Tak,
npu 6one3nn loine HakomieHUWe TiOKoliepeOpo3uaa
B PETUKYJIO9HIOTETMABHBIX KJIETKaX BCJICACTBHE He-
durnura depMeHTa TIIOKOIEpeOPO3UAa3hl  PUBOIUT
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K TTOBBIIIICHUIO XUPOBOTO OTJIIOXKEHUS B PA3TUIHBIX Op-
raHax v TkaHsx. JIerkue cTpajaioT Hapsiay C CeJIe3eHKOM,
IMoYKaMu, TeYeHblo, HepBHOU cuctemoii [28]. I1pu 60-
ne3nn Humana—IlTuka (tunel A u B) umeercs neduuur
(epmenTa chuHromuenuHasbl, B pe3yJibTaTe CGHUHIO-
MUEIVH HaKaIUIMBaeTCsT B KJIETKaxX (aroluTapHON CH-
CTEeMbl pa3JIMYHbIX OPraHOB, B TOM YMCJIE BJErkux [29].
OnucaHbl MHTEPCTULIMATTbHBIE TTIOPaXKEHMS JICTKUX C pa3-
ButreM ¢Gubposa mpu cuHapoMe Iepmancku—Ilymraka
— HACJEICTBEHHOM ayTOCOMHO-PELECCUBHOM CUMIITO-
MOKOMIUIEKCE, BKJIOYAIOLIEM KOXHO-TJIa3HOW ajbOu-
HM3M B COYETAHUU C TeMOPPArMYeCKUM TUATE30M U TO-
paxkeHUsSIMU BHYTPEHHUX OpraHoB [9].

[MepBuyHBIE WMMYHOAE(DUIIUTHBIE COCTOSHUS MO-
TYT COIPOBOXIATHCS WHTEPCTUIIMAIBHON ITaTOJIOTHEH
Jlerkux. Mbl Habmonanu 4 pereii, MOCTYMUBLIMX B KJIA-
HWKY ITYJIBMOHOJIOTUY ITO ITOBOLY WHTEPCTUITNATBHBIX
TTOpaXeHU JIETKMX, Y KOTOPHIX OBUI AMArHOCTUPOBAH
TIePBUYHBI UMMYyHOIEeDUIUT. Peub umet 06 araMMarso-
OynuHemuu, 6one3Hu bpyroHa, ob6iieM BapuabenbHOM
MMMYHOIEeMUITUTE, XPOHMUECKON IpaHyJIeMaTo3HOMN 60-
JIE3HU.

3abosneBaHusl KuuieuHuka (6osne3Hb KpoHa, s3BeH-
HBI KOJIWT, IeJIMaKWs) WHOTHA IPOTEKAloT C WHTEp-
CTULIMAJIBHBIMU TIopaxkeHusiMu Jjierkux [30]. B nameit
KIMHUKE WHTEPCTUIIMATBHOE TTOpaXXeHUE JIETKUX OBLTO
JNIUarHOCTUPOBAHO Y 8-JIETHETO MaslbuMKa C 0OJIE3HBIO
Kpona.
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T'eHeTHKA JIerOYHOM rUMepTEH3NH

JI.B. bpeeenw, 10.M. benosepos, I1.B. Hosukos, M.A. Illxoavhukosa

MpkyTckas rocyaapcTBeHHas MeguLMHcKas akagemmsi nocTamnioMHoro obpasosaHus; HaydyHo-muccnenoBaTesbCKuia Knu-
HUYECKUI MHCTUTYT neguaTtpun, Mockea

The genetics of pulmonary hypertension

L.V. Bregel, Yu.M. Belozerov, P.V. Novikov, M.A. Shkolnikova

Irkutsk state medical Academy of postgraduate education; Research Clinical Institute of Pediatrics; Moscow

IIpeacrasiieH 0030p AAHHBIX KIMHMYECKHX M SKCNEPUMEHTAJBHBIX HCCJIEIOBAHUI O TeHETHYECKMX MEeXaHU3MAaX JIErOYHOi ap-
TepuaibHOil runepreH3nu. K reneTnyeckn 00ycI0BIeHHBIM BADHAHTAM OTHOCSTCS UIMONATHYECKAS U HACJIEICTBEHHAS JIer04-
Hasi THNEPTEeH3HUs, a TAKXKe YACTh CJIyyaeB BTOPUYHOI JIerouyHOi runepTeH3ny NP1 BPOKIAEHHBIX MOPOKax cepauna. PaccmoTpena
poJb nosumopduszma reios BMPR2, BMPR1B, SMAD, npunaniexammx K cynepcemeicTBy Tpanchopmupyomero pax-
Topa pocta — TGF-B, u pexe Bcrpevaromuxcs myramuii reioB ACYRL1 n ENG. MyTauuu yKa3aHHbIX F€eHOB BCTPEYaIOTCs
y 6—18,2% GoabHBIX ¢ BTOPUYHOIL JIETOYHOW APTEPUAIBHOI TMIEPTEH3Hell NPH BPOKIAEHHBIX MOPOKAaX cepana. Y GOJbHBIX
C ceMeiiHOIi JIer0OYHOli runepTen3ueil rerepo3uroTHsiME HocuteasiMu myranuii BMPR2 asisiiores 70—80% poacTBeHHMKOB.
ITaTtoreHernyeckue 3¢ dekTnl aHoMaIbHOI 3Kcnipeccun BMPR2 peanusyiorces ¢ yuactuem rpynnbi peientopos ALK u cemeii-
CTBA TPAHCKPUNIMOHHbIX MpoTenHoB SMAD. PaccmoTpennt mexanusmbl auchynkuuu BMPR2 u BMPR1B, conpoBoxnaio-
muecs npoiudepanueii NaJKOMBIIIEYHBIX KJIETOK JErOYHbIX APTEPHANBHBIX COCYIOB H AKTHBAIMEH aNoNTo3a SHI0TEINOLH -
TOB JIETOYHBIX KANWLISPOB.

Knrouesvie crosa: demu, necouHas apmepuatvHas unepmeH3usi, eeHemuueckue mexanusmol, eenoi BMPR2, BMPRIB, ACVRLI,
ENG, SMAD.

Recent clinical and experimental studies data are considering relating to the genetic causes of pulmonary arterial hypertension
(PAH). The genetic abnormalities were first identified in association with the idiopathic and familial form of PAH, and some cases
of secondary PAH following congenital heart defects (CHD). Genetic polymorphism of BMPR2, SMADs, ALK1/ENG were de-
scribed as a reason of TGF-B-cell signaling disturbances. These genetic abnormalities were found in 6—18,2% of the patients with
PAH owing to CHD. There are 70-80% heterozygote carriers of BMPR2-gene mutation among the relatives of familial PAH pa-
tients. The effects of the abnormal BMPR2 signaling pathway develop with the participation of ALK-receptors and transcriptional
SMAD-proteins. Then BMPR2 u BMPRI1B dysfunction culminate in an expressed smooth cells proliferative response that occludes
the pulmonary arterial lumen and increases the apoptosis of the endoteliocytes in the small pulmonary arteries.

Key words: children, pulmonary arterial hypertension, genetic abnormalities, BUPR2, BMPRIB, ALKI/ENG, SMAD.

B HacTosilllee BpeMsl XOpOIIO U3BECTHO, YTO UMEHHO
reHeTuyeckre hakTophl SIBISIIOTCS OCHOBOUW (hopMU-
POBaHUS JICTOYHOW apTepuaTbHOW TUIIEPTEH3UU V psina
6oabHbIX [1—3]. K reHeTnyecku oOycIOBAEHHBIM Bapu-
aHTaM OTHOCSITCS MauomaThdyeckas (IepBUYHASI) W BPO-
JKAE€HHas (HacJelCTBEHHAsl) JIeroyHasi TUIMEepTeH3Us.
HacneacrBeHHas jierouHasi apTrepuajibHasi TUIIEPTEH3US
MMeeT ayTOCOMHO-IOMWHAHTHBI THI HacJIeIOBaHUS
¢ 10—20% neHeTpaHTHOCTBIO, MTPUYEM YUCIIO XKEHIINH,
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CTpajalollX 9TUM BUAOM 3abosieBaHus, B 2 pa3a 00Jb-
e, yeM MyxuuH [1-3]. Y nerteii terouHas aptepuanbHas
TMTICPTeH3UsI Yallle BCETo ObIBaCT BTOPUYHOM IIPH BPO-
XIEHHBIX ITOPOKaX CepIia M 3HAYUTEIIbHO peke — MU0~
MaTU4ecKoil mbo HacieacTBeHHOW. OnmHako crenyer
MPU3HATh, YTO YaCTh OOJBHBIX C BTOPUYHOM JIETOYHOM
TUTIEPTEH3UE MpY BPOXKIEHHOM MOPOKE Ceplla Takxke
MMeEET FreHeTUIECKYIO TpeapaciookeHHOCTh [2, 3].
TeneTuyecku oOyciOBAEHHAs! JierOYHas apTepualib-
Hasl TUIIepTeH3Usl BcTpevaeTcs ¢ yactoToit ot 1:100 000
1o 1:1 000 000 HaceneHust exerogHo [4]. CuMnToMaTuka
y IeTeil ¢ NIEPBUYHON M HACJIENCTBEHHOM JIETOYHOM apTe-
pUATBHON TUIEPTeH3WE TaKasl e, KaK P BTOPUIHON
JIETOYHOU TUTIePTEH3UU Ha (pOoHE BPOXKICHHBIX ITOPOKOB
cepliia, ¢ OMMHAKOBBIMA MOP(OJOTUICCKUMU M3MEHe-
HUSMU B JICTKUX, BKJTIOYas IUICKCH(OPMHBIC W3MEHe-
HWSI MHTUMBI JIETOYHBIX apTepuii. Hepenko onpenencHue
MPUYMHBI JIETOYHOW THIEPTCH3UM V NeTei 3aTpyaHU-
TEJIPHO M3-3a CXONICTBA ¢ KITMHUICCKUMM TTPOSIBIICHUSIMU
npu Apyrux 3adosneBaHusix [1—4]. ¥ muageHues JerouHas
apTepyualibHast TUTIEPTEH3MS HEPEIKO BXOTUT B CTPYKTYPY
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TeHeTUIEeCKUX CMHIPOMOB. Tak, no 13% ciy4aeB Jierod-
HOIi TUIMEPTEH3UU B MJIaIECHYECKOM BO3pacTe HalJoja-
€TCsl MPU XPOMOCOMHBIX 3a00JIEBaHUsIX, B MIEPBYIO OYe-
peib nMpu TpUcoMuu 1o 21-it mape xpomocoM. B nerckoit
MOMYJISILMYA PacpPOCTPAHEHHOCTb MEPBUYHOM JIETOYHOM
apTepuaibHoii runepreHzuu 5,8 Ha 1 000 000 xwuTeneit,
exxerojaHast yactora HoBbIx ciaydaeB 0,2—1,3 Ha 1 000 000
HacesneHus [5].

MyTtanus rena BMPR2

B2000r. ObuUIO YCTAaHOBJIEHO, YTO Yy OOJIbHBIX C Ha-
CJIEACTBEHHOU JIETOYHON apTepUAIIbHON TUIIEPTEH3UEN
UMeeTCs MyTallusl reHa pelenTtopa MophoreHeTUYeCKoro
npoterHa KoctHoit TkaHu Il Tuna (bone morphogenetic
protein receptor type II, BMPR2), oTHocs1erocs K cy-
rnepceMencTBy TpaHchopMmupylolero ¢akropa pocTa
(transforming growth factor, TGF-f superfamily) u oka-
Jm3ytorerocs Ha xpomocome 2q33 [1—6]. Okono 70—80%
B3pOCJIBIX MALMEHTOB C CceMeiHOl (opMOil JIerouHOM
TUTNIEPTEH3UU SIBJISIIOTCSI TETEPO3UTOTHBIMU HOCHUTEJISI-
MU oToro reHa. Cpeau MallMEHTOB C UAUMOMATUYECKOM
JIETOYHO! TMMEPTEeH3UeH, He UMEIOLIUX POICTBEHHUKOB
¢ aTUM 3abojieBaHueM, myrauuu reHa BMPR2 oGHapy-
KUBAIOTCS 3HaUUTENbHO pexe — y 10—40%. Eie pexe
BCTpeYaloTCsl Takre MyTallUM CPeAU JeTeil ¢ BTOpUYHOM
JIETOYHO! rMINepTeH3Ue pu BPOXKIEHHBIX TOPOKAX Cep-
nma 1, 2, 4, 5].

Hocurenu myraiiuu rena BMPR2 cpenu B3pocibix —
9TO JIIOIU MOJIOIOTO BO3pacTa CO 3HAUUTEIbHBIMU TEMO-
NUHAMUYECKUMU PACCTPOMCTBAMU BCIEICTBUE JIETOYHOMN
runepTeH3un. OYHKIIMOHAIBHAS CBSI3b MEXIY MyTarueit
reHa BMPR2 u nerouHoit aprepuanibHOil runepreH3uei
CTAHOBUTCH ellle OoJiee SICHOI U3-3a Toro hakTa, uTo cpe-
JIA MAlMEHTOB C HACJIEICTBEHHOM JIETOYHO! TMIIEPTEH3U-
eii, He nmetolux mytaunuu reHa BMPR2, y 6ob1inHcTBa
U3 HUX CHUXeHa akcrpeccus nmporenHa BMPR2, u ato
OTHOCUTCSI 10 HEKOTOPOIA CTENEHU TakXKe K JIETSM C BTO-
PUYHOI JIETOYHOM apTepraIbHOM rumepTeH3ueit [6—8].

Kocthbiit Mopdorenetnueckuit mnporeun (BMP)
MpeacTaBisgeT coboil rpynmy 0elkoB — (haKTOpPOB poO-
CTa, KOTOpbl€ MepBOHAYATbLHO ObUIM OTKPBITHI OJ1aronapsi
UX CITIOCOOHOCTHU BIUATh Ha (HOPMUPOBAHUE XPSIILA U KO-
ctu. beniku BMP — MopdoreHeTrueckrue CUrHajibHbIE
0eJiK1, OTBEYaIollIMe 32 CHHTE3 MHOTUX TKaHEel OpraHu3-
Ma, HapylIeHUsl paboTbl 3TUX MPOTEUHOB HAOJIIOJAIOTCS
npu MHOTUX 3abosieBaHusix. benku BMP BozpeiicTBy-
10T Ha KJIeTKu yepe3 cneuuduuyeckue BMP-peuentopsl
Ha ux rmosepxHoctd — BMPR [5, 6]. Kiretounsre ¢usno-
JIOTUYECKUE CUTHATbHbIE MEXaHU3MBbI, B KOTOPbIX y4acT-
Bytor BMP u BMPR, Biusitor Ha pa3BuTHe cepiiia, Cocy-
JIOB W Ipyrux TkaHei. B HacTosiee Bpemst ussectHo 20
pasHoBuaHOCTel BM P-curHanbHbIX O€JIKOB, U3 KOTOPBIX
mectb (BMP2 — BMP7) oTHocsTCS K cynepceMeiicTBy
peuentopoB TGF-B. Myrtauuu reHOB, OTBETCTBEHHBIX
3a CUHTE3 3TUX 0JIKOB, MOTYT MPUBOJUTD K HAPYLIEHUSIM
dyukuru BMPR2, HazbiBaeMoro JiMraHacBsI3bIBAIOIIMM
JIOMEHOM, HampuMep, K HaApyIIeHUI0 €ro CUTHajJbHOIO

bpeeenw JI. B. u coagm. [eHeTHKA JIETOYHOM TUTIEPTEH3UM

MeXaHu3Ma U B3aMMOJEHUCTBUS pelienTopa ¢ HUTOCKee-
toM. BMPR2 npucyTcTByeT Bo Bcex TKaHsIX, W MPU B3a-
uMoJeicTBrUM ¢ kopelenTopoM (06biuHO BMPR1A) Mo-
JKET BKJIIOYATbCS B pasivMyHble MaTohU3U0IOTUUYECKUE
MeXaHu3MHI [3, 5, 7].

ITpu nucdynkuur BMPR2 u cBsizaHHOI ¢ 9TUM npo-
Jidepaluy TIaJKOMbBILIEYHbIX KJIETOK JIESTOYHBIX apTe-
pUATIbHBIX COCYIOB BO3HMKAET MOBBILIEHUE MPOIYKIUU
ocTteonpoTerepuHa  (IJIMKOMPOTEUHA, OTHOCSIIETrocs
K CEMEUCTBY peuentopoB (hakTopa HEKpO3a OIMYyXOJIU)
u TeHacuuHa C, SIBJISIIOLIET0Ccs MOMYJISITOPOM KJIETOUHO
MUTpaluu, Npojudepaluy U UHIYKTOPOM BbIPaOOTKU
MPOBOCMATUTENbHBIX LITUTOKMHOB. YPOBEHb OCTEOINPO-
TerepMHa MOBBILIEH B Yy4YacTKax MOPaXeHUsl JIETOUHBIX
COCY/IOB U B CHIBOPOTKE KPOBU OOJIbHBIX C JIETOUHOU ap-
TEPUATbHOU IMIIEPTEH3UECH; ITOT MPOTEUH CTUMYJIUPYET
MIAAKOMBILIEUHYIO Mpoaudepalnio U KJIETOUYHYIO MMUI-
pauuio. TeHacuuH C aKTUBUPYET peLIENTOPHI INIAAKOMBbI-
LIEYHBIX KJIETOK CTEHKM JIETOYHBIX COCYIOB K (hakTopy
pocTa M TaKUM 0Opa3oM CTUMYJUPYET WX nposaudepa-
uuto. [1pu leroyHolt apTepralibHOM TMNIEPTEH3UU B LIUP-
KyJupylouieii KpoBU Yy OOJbHBIX C Haubosee TsKeNoi
KJIMHUYECKON CHUMMTOMATUKON TMOBBIIIEH TaKXe Ypo-
BeHb Oesika ocTeornoHTrHa [9-11].

Myranun reioB ACVRL1 u ENG

YcTraHOBIIEHO TakxXe CYLIECTBOBaHUE APYrux, Oosee
pENKUX BUAOB T€HHbIX MyTallMil IpU JIETOYHOW apre-
puanbHOi runepreHzuu: myrauuu reHa ACVRLI pe-
nenrtopa akTuBuHKMHAa3bl A1 (ALKI1), nokanuzoBaH-
Horo Ha xpomocoMe 12ql13. BonbHble ¢ MyTaliMeil reHa
ACVRL1 — o06byHO nuia Gojiee MOJIOIOrO BO3pacTa,
HepeAKO CTpajalolliie HacJeICTBEHHON remMopparuye-
cKoii TeneaHruskrazueir 2-ro tuma (HHT2) [12, 13].
IlepBuyHasi jierouHasi TMNEPTEH3UsI W HACJEICTBEHHAs
reMopparuyeckasi TeJleaHrMaKTa3usl, aCCOLMUPYIOLIUECS
¢ myramueit reHa BMPR2, cBumerenbcTByoT 00 00III-
HOCTU MOJIEKYJISIPHOTO TaToreHe3a 3TUX 3a00JieBaHUIA.
Ewne pexe BcTpeuaeTcsi MyTalusi TeHa, OTBETCTBEHHOIO
3a cuHTe3 Oenka sHaorarHa (ENG); oHa Takke mpenumy-
1IECTBEHHO OOHApYXXMBAETCsl Yy MAlMEHTOB C HACJEICT-
BEHHOI reMOopparuueckoi TejeaHruskrasueii [3, 12, 13].
ITo sKkcrepuMeHTaIbHBIM JAHHBIM Y MbILIEH C MyTallUsI-
mu reHa ACVRLI nerouHast aprepuasnbHas TUIEPTEH3US
pa3BUBaeTCsl CIIOHTAHHO, TOTAA Kak JUIsl pa3BUTHs 3a00-
JIeBaHUSl y MBIILIEH, TeTepo3uroTHeix 1o reny BMPR2,
TpeOyeTcsl BO3AeHCTBUE JOMOJHUTEIbHbBIX TPOBOLIMPYIO-
1ux aKTOpOB, TAKMX KaK BO3JEHCTBUE TMITIOKCUH, CEPO-
TOHWHA WK BocniajeHus [ 14].

B uccnenoBanuu N. Pfarr u coaBT. cpenu 40 GOJBbHBIX
(cpemHuit Bo3pacT 613,6 Toma, IpeobTamaTu JIeBOYKH
1,7:1) caeroyHoil rumnepTeH3uelr MyTauuu ObUIM OOHa-
pyxenbl y 10. Mytauuu renHoB BMPR2, ACVRL1 u ENG
ObUTM OOHapyxeHbl Y 8 (27,5%) u329 nereii ¢ upnona-
TUYECKOI/HACIEACTBEHHOW JIETOYHON  TIUIepTeH3Uuel
ny?2(18,2%) u3 11 mereit ¢ BTOpUYHON JIETOYHOM TUTIEP-
TeH3ueil Ha (hoHe BPOXKIEHHbBIX MOPOKOB Cep/Lia U APYTUX
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3aboneBaHuil. CpeqHUIl BO3pacT IeTell ¢ HOCUTEILCTBOM
mytauuu reHa BMPR2 06bin crapiie, yem y Hocutenei
mytauun reHa ACVRLI1. Boarom uccnegoBaHuu neBo-
YyeK ObLIO 0OJibllie, YeM MATbUYMKOB, CPENU OOJBHBIX KakK
C MIEpPBUYHOI JIETOYHOI TUIEPTEH3UEl, TaK U C BTOpUY-
HbIM BapMaHTOM MPU BPOXKIEHHbIX OpoKax cepaia. Bos-
pPacT Ha MOMEHT MOSIBJIEHUSI TIEPBBIX CUMITTOMOB HE NUMEJ
3HAYUMOTO PA3INYMsI MEXY TpynnamMu O0JIbHBIX C pa3HOM
3TUOJIOTHEN JIETOYHOU apTepUaIbHOM TUITEPTEH3UU, U OC-
HOBHbIE T€eMOMHAMUYECKKE MOKa3aTeu Malo pa3jinya-
Jiich. OIHAKO JIETOYHOE COCYIUCTOE COITPOTUBIIEHUE Y Jie-
Tel C yKa3aHHBIMU MYTALIUSIMU ObLJIO 3HAUUTEbHO HUXE,
yeM y aerteii 6e3 mytanuii [2].

ITo pesynsratam wuccienoBanusi N. Pfarr u coasr.,
YacTOTa HOCHUTEJbCTBA MYTAHTHBIX BTUX TpPeX TE€HOB
cpend OOJbHBIX € MAMONATUYECKOM /HACIeACTBEHHOM
JIETOYHOW apTepualbHOU TUIepTeH3uel paBHa 27,5%,
9TO 6;1M3KO K naHHbIM R. Harrison u coaBt. — 22%. He-
CKOJIbKO U3 uaeHTUudupoBaHHbix N. Pfarr u coaBsT.
MyTallMil ObUIO OMKUCAHO paHee, KPOME TOTO, BbISIBIECHbI
HE YCTaHOBJIEHHbIE paHee BapUaHTbl HYKJIEOTUAHBIX MO-
CJIEIOBATEIBHOCTEM, B YACTHOCTU OOHAPYXKEHBI IBE MY-
tauuu reHa ENG — y 60JIbHOTO ¢ BTOPUYHOM JIETOUHOM
TUINEPTEH3UEeN MPU BPOXKAEHHOM MOPOKe cepala Uy na-
[IMEHTa C UAMONATUYECKOM JIErOYHOM apTepuaibHOMI
runepreHsueit [2]. Cpeau poICTBEHHUKOB 5 MalMEHTOB
C UAMOMATUYECKOI /HACIEACTBEHHOI JIETOYHON TuIep-
TE€H3Wel U 2 TalMEeHTOB C BTOPUYHOW TUINEPTeH3UeH
MPpY BPOKJAEHHOM TOPOKE cep/la ObLIM TakXKe BbISIBIIE-
HbI OECCUMITTOMHBIE HOCUTe M MyTaliuu reHa ENG.

Tot dakT, uTo y 18,2% GOMBHBIX ¢ BTOPUYHOM JIETOY-
HOIl T'MMNepTeH3Uel MpY BPOXAEHHBIX MOPOKaxX cepila
U IPYTMX COMAaTUYECKUX 3a00JIeBaHUSIX OOHAPYKEHbI
mytaiuu reHoB BMPR2, ACVRLI u ENG, cBunerenb-
CTBYET O F€HETUYECKOW MPUPOJE JIETOYHOW TUIEPTEeH-
3UM Yy Takux MaiueHToB [2]. OnHako B HcCCleIOBaHUU
K. Roberts 1 coaBT. B 00bEIUHEHHON TpyMIe B3pOCIbIX
U IeTel ¢ BPOXAEHHBIMU TOPOKaMU cepjlla C JIeBOIpa-
BbIMU IIyHTaMu MyTaiuu reHa BMPR2 6b11u nokymeH-
TUPOBAaHBI TOJMBKO y 6% OONBHBIX CJIETOYHOM THUITEP-
TeH3Uel, acCOLMMPOBAHHOM C mopokoMm cepaua [15].
B 1o xxe Bpemsi mpuMeyaTesbHBIM SIBJSIETCS TOT (DaKT,
YTO Y OOJIbHBIX C BTOPUYHOM JIETOYHOW apTepUasibHOM
TUINEPTeH3UEeN MpU BPOXKIEHHbBIX MTOPOKaX cepaua u aIpy-
rMX COMaTUYeCKUX 3a00JeBaHMsIX Obl1a OOHapyXeHa Jie-
seumst reHa BMPR2 [2], koTtopast paHee Obuia omnucaHa
TOJIbKO NP MEePBUYHO /HaclieICTBEHHO! (popMe jierou-
HOI runepTeH3uu [16].

IleHeTpaHTHOCTb OOHAPYXXEHHbIX MYyTallMi MOXET
ObITh pa3HoOil. Tak, yCTAHOBJIEHO HAJTMYKME MYTALliA Y JIULL
0e3 KIIMHUYEeCKNX TpOosIBIeHUi 3aboneBaHus [2, 16].
M3BecTHO, 4TO MpU HACIEACTBEHHOU (hopMe JIerouHOM
aprepuaibHON TUTIepTeH3Un Yy 80% pONCTBEHHUKOB,
SBJISIIOLIMXCST HOCUTENSIMA MyTaHTHoro reHa BMPR2,
JIeroyHasi apTepuajibHasi TUIEPTEH3UsI He Pa3BUBAETCS.
Eure 6osiee MHTEpEeCHBIM sIBJIsIeTCSl TOT (hbakT, UTO Jesie-

OB30PbI JINTEPATYPbI

st reHa BMPR?2 Obinia BbIsiBIIeHA y TTallM€HTa ¢ CUMIITO-
MaMU OTHOBPEMEHHO JIBYX (DOPM JIETOUHO TUNepTeH3UU
— HACJIeICTBEHHON 1 BTOPUYHOI Ha (DOHE BPOXKAEHHOTO
nopoka cepaua [2]. 9To HabMoIeHNEe YKa3bIBaeT Ha 110~
TEHIMaJbHbIE TPYJHOCTU MPUMEHEHMS KJIacCUPUKAIUU
JIETOYHOI TUIEPTEH3UU C pas3lieJieHUeM ee Ha Hacllesi-
CTBEHHYIO Y BTOPUYHYIO (hOpMbI MpHU MOPOKax cepaia
U IPYIrUX coMaTnyeckux 3adosneBanusix [17, 18].

Mytanuu renoB ACVRL1 u ENG u HaciieacTBeHHAs re-
Mopparuyeckas TeJleaHruIKTa3usi

CyliiecTByeT IMPOKUI CIIEKTp Bapualuil (heHOTUIHU-
YECKMX TNPOSBICHUI CPeau HOCUTENEH TOYKOBBIX MyTa-
LMl YKa3aHHbIX TeHOB. Tak, B OMHUX CEMbsIX HOCUTEJEN
MyTaluii eCTb OOJIbHbIE C CUMIITOMAaMM HaC/I€ACTBEHHO
reMopparuyeckoi TejaeaHrusKTa3uu, B Apyrux — ooHapy-
>K€Ha JIETOYHAasl TMIIEPTEH3Us U BO3MOXHO COYETaHUE TOrO
u apyroro 3abosieBaHus y ogHoro nauuenTa [13]. Cormac-
HO naHHbIM N. Pfarr u coaBt., myrauuu reHoB ACVRLI
u ENG BcTpeyaloTcst Kak y 00JbHBIX C JIESTOYHON apTepu-
aJbHOI TUMepTeH3uel, TaK U Y 3M0POBBIX YIEHOB X Ce-
Mel M MOTYT TPUBECTH K Pa3BUTHUIO TSIKEJION reMoppa-
TMYECKON TeJeaHTMIKTa3uu 0e3 KaKUX-J11M00 CUMIITOMOB
WM CEMEMHON OTSATOLIEHHOCTU 10 6onie3Hu Panmio —
Bebepa — Ociniepa — HaclenCTBEHHON reMopparnyeckoi
Tesneanruskrasuu 1-ro tuna (HHT1) [2].

Myrtanuu resoB SMAD

B nedarenbHOCTM  cymnepceMeiicTBa  pELENTOPOB
TGF-f, KOTOpHIi1 SIBJISIETCST PETYJIAITOPOM POCTa M Pa3BU-
TUSI MHOTUX TKaHE!, y4acTBYIOT Takxxe mpoternHbl SMAD.
DTO rpyIia BHYTPUKIETOUHBIX IPOTEMHOB, KOTOPbIE Te-
penaoT MocTynalolye U3BHe KJIETKU CUTHAJbI OT JIUTAH-
0B TpaHchopMuUpylolero (akropa pocra K sapy, B pe-
3yJIbTaTe 4Yero MPOUMCXOAUT aKTUBALMS ONPEeAeSEHHBIX
reHoB. DTa TpyIa NpoTeMHOB BKJIIOYAET TPU MOATPYI-
Mbl B COOTBETCTBUU C UX POJIbIO B Mepefaye CUTHAIOB
ot petenropoB TGF-B: R-SMADs (receptor-regulated),
Co-SMADs (yuactHuku-naptHepsl) U [-SMADs (MHru-
outopsl) [14, 19]. AKTUBaLUs PEUENTOPOB CEPUH/Tpe-
OHMHKUHa3bl U3 cyrepcemeiictBa TGF-B-peuentopos
BbI3bIBaeT (ochopunupoBaHue R-SMADs (SMADs 1,
2, 3,5,8,9). 3arem noakiovaetcst Kopakrop Co-SMAD
(SMAD4), o6pasys komrmuiekc SMAD/Co-SMAD, ko-
TOPBIIA TepeMellaeTcsl K sSapy KJIETKU sl peryJinupoBa-
HUSI TEeHHOM JKcIpeccuu. B cBOO ouepenb MPOTEUHBI
I-SMADs (SMADs 6,7) WHrMOMpYIOT 3TOT MpoOlLEece
[14,19,20]. B2009r. A.Chida u coaBT. 0oOHapyxXuIu
myTtauuio reHa SMADS y 60JbHOTO € MAMOMATUYECKOM
JIETOYHOI apTepuaibHON TMIEPTeH3UEeH, He UMEBIIETO
mytauuii reHoB BMPR2 u ACVRLI [14]. [TonyyeHb Tak-
K€ TaHHBIE OTHOCUTEIbHO aCCOLMALIMY JIETOYHOI TUIIep-
TeH3uu ¢ gepekramu reHoB SMAD1, SMADS5 u SMAD9,
OITHAKO 3TU MYyTalluM OOHapyXwBaroTcs penko (<2%)
U VX TTaTOTEHETHYeCcKasi poJib B Pa3BUTUU JIETOYHOI
TUINEPTEH3UU HE MOJIyYyria OKOHYATEJIbHOTO OOBsICHE-
Hus [20]. Tpu obenenoBanru 40 GOJBHBIX CJIETOYHO
runepreHsueit, nposeaeHHoM N. Pfarr u coaBrt., He Haii-
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JIEHO MyTalluii TeHOB STOT0 CeMeNCTBa, 3a UCKIIOYEHU-
€M Tpex peAKUX BuaoB mnonumopdusma reHa SMAD9
B IpYINE MalMeHTOB C UAMOMATUYECKOU /HaCIeACTBeH-
HOIi (hopMoit JIErOYHOI apTepUaIbHOM TUTIEPTEH3UHU [2].

ITaToreHeTnyeckue MeXaHU3Mbl JIETOYHOI rUNEPTEH3UN

B nocneaHue ronpbl ObUTM MOTYYEHbI JaHHBIE OTHOCU-
TeJbHO B3aUMOCBsI3U aKcnpeccun BMPR2, aktuBHocTH
SMAD u BbipaboTku Mukpo-PHK-dpakuuii, B ocobeH-
HocTtu Mukpo-PHK21, ocymiectpisiolieit Beayiyoo pojib
B PETYJISILUU KOHTPAKTUJIBHOCTU IJIaJIKOMBIIIEYHBIX KJI€-
ToK [9]. Hapymenus mukpo-PHK obHapyxeHbl pu Ha-
CJIEACTBEHHOU JIETOYHOW apTepuaibHOM TUIIEPTEH3UM,
aTakxke TMpUAPYIMX BapuaHTaX dSKCIEPUMEHTAIbHOM
U KJIMHUYECKOH ierouHoi rurnepreHsuu [19]. Eciu nipo-
UCXOIUT CHUXeHMe s3Kkcripeccur BMPR?2 ¢ yuactrem no-
BpexaeHHoil PHK B sHIOTeIManbHbIX KJIETKAX JIETOUHBIX
apTepUaIbHbIX COCYIOB, TO KJIETKU SHJOTEIMUSI CTAHOBSIT-
Csl BOCIIPUMMUMBBI K MHAYLIMPOBAHHOMY aIroOMNTO3Yy. Ys13-
BUMOCTb SHIIOTEIMATbHBIX KJIETOK U3-3a moTepyu BMPR?2
MOXET OOBSICHUTb CHUXEHUE YUCia aJIbBEOJISIPHBIX Ka-
MWISIPOB U UBMEHEHUsI CTEHKU JIETOYHbIX apTepUid.

YcranosneHo, uto BMP-nipoTeuHsl, neficTBysl uepes
peuenrtopsl 2-ro Tuna BMPR2, akTtuBupyloT kiaccuye-
CKUI CUTHAJIbHBIN MeXaHU3M (Tiepeaya CUTHAJIOB Yepe3
CeTb MPOTEMHOB OT PELIENITOPOB KJIETOUHON MEMOpPaHbI
CKBO3b LIUTOIJIA3MY HEMOCPENCTBEHHO K SIIPY C KacKaj-
HOIl aKTMBalMEHl lieJIeBbIX '€HOB), BJIUSIIOLIMIA Ha BbI-
>KMBaHWE U MpoJudepalio 3HI0TETMOIUTOB JIETOYHbIX
aprepuii [21]. JlOMOJHUTENBHO MPOUCXOAUT aKTUBALIMS
MaTOreHeTUYECKOro MyTHU, OCHOBHBIM 3((HEKTOM KOTO-
poro SIBJISIETCSI AHTMOHEOTEHE3 W pereHepaiiusl MmoBpe-
JKIEHHBIX KPOBEHOCHBIX cOCynoB. st 3TOro Heobxo-
MO B3aMMONCHCTBHEC MEXIY B-KaTeHMHOM (OEKOM,
OTBEYAIOIIMM 3a CO3aHUe U MOAAECPKAHUE CTPYKTYPhI
CJIOEB BIUTETUATbHBIX KJIETOK) | MEPOKCUCOMHBIMU
npoaudepatopamu  (peroxisome proliferator-activated
receptors, PPARsS) — rpymnmnoii siiepHbIX peuenTopos,
(yHKUMOHUPYIOUIMX B KadyecTBe (akropa TpaHCKpUII-
uuu [3]. B pe3ynbraTe 3TOro B3aMMOJIEHCTBUSI CUHTE3U-
pyeTcst 6e/I0K anejivH, AUl ayTOKPUHHBINA 2GhdeKT,
— OH MOMJIEPXKUBAET XKU3HECTIOCOOHOCTh W MUTPALIUIO
SHIOTEJMOLMTOB JIETOYHBIX apTepualbHbIX COCYAOB
U TIO/IaBJISIET aHOMAaJIbHYIO0 Mposaudepalurio rIaaKoMbl-
LIEYHBIX KJIETOK B 3TUX COCyax.

B skcnepumenTe y Mbliiueit ¢ otcyrctBueM PPAR-y
CIIOHTAaHHO pa3BUBAETCs JIETOUHasl apTepuaibHasi T'U-
MepPTeH3UsI, KOTOPYI0 MOXHO MNpoGhUIaKTUPOBaTh 10-
tanueit anenuHa. [Ipu nepunnre skcrpeccun BMPR2
ycTaHOBJIeHa Takke 3(hGEKTUBHOCTh NMPUMEHEHUsST ec-
TECTBEHHBIX NPOIYKTOB, comepxaimx NO-IMpou3Bo/I-
Hble HEHACBIIIEHHBIX XMUPHBIX KUCJIOT, KOTOpbIE AAIOT
TPUITEPHBI  3(PdEKT s CUTHAIBHON TAaTOTeHEeTH -
YECKOM lienu, obecreuyrBaloleil XU3HeCOCOOHOCTh
U Pa3MHOXEHHWE SHIOTEIUOLUTOB B CTEHKE JIETOUHBIX
aptepuii. Kakx NO-npou3BoaHble HEHACBIIIEHHBIX KUP-
HBIX KMCJIOT, TaK M KETOKMCJIOTHI 00janaoT adphUuHHO-

bpeeenw JI. B. u coagm. [eHeTHKA JIETOYHOM TUTIEPTEH3UM

ctbio K PPAR-y v mpuHMMalOT y4yacTue B HEKOTOPBIX
mexaHu3max PPAR-y -3aBHcHMOi1 TeHHOI 3KCIpPECCUU.
DTO CBOWCTBO AOMOJHSET WX aHTUOKCUAAHTHBIE 3(]-
(eKTbl, KOTOpble peau3yloTcs Mpu oMol Qakropa
Nrf? (NF-E2-related factor 2, 6eOK-peryasTop reHHOM
TPAHCKPUIILIMU) Y TPOTUBOBOCTIAJIUTENBHOTO NEUCTBUS,
00YCJIOBJIGHHOTO  TMOAABJI€HUEM  TPAHCKPUITLIMOHHO-
ro daxkropa NF-kB (nuclear factor kappa-light-chain-
enhancer of activated B cells — yHuBepcanbHoOro (pakTopa
TPAHCKPUIILIMU, KOHTPOJUPYIOLIETO SKCIPECCUIO TEHOB
MMMYHHOTO OTBETa, alloNnTo3a 1 KJIETOYHOro 1uKia) |3,
21].

Heduuur skcnpeccumn BMPR2  conpoBoxnaetcs
npoaudepanmeil TIaaIKOMBIIIEYHbIX KIJIETOK COCYI0B
JIETOYHOTO pycia BoTeeT Ha curHan TGF-§, u BMP2,
BMECTO TNOJaBeHUs Npoiaudepalnu KJIeToK U yBeJluye-
HUSI CIIOCOOHOCTU K aroITo3y, YTO HabJ01aeTcsi B HOP-
M€ MpU ACUCTBUU 3TUX MopdoreHeTnyeckux OeaKOB.
Hopmanbubiit BMPR2-curHanbHblii MexaHU3M OKa3bl-
BaeT MOAABJSIOLIEE BIUSHUE HA MPOIYKIIUIO TPOMOOLIU-
tapHoro ¢akropa pocta (platelet-derived growth factor,
PDGF), urpaloiliero BaxHyI0 poJib B HEOAHTMOTEHE3e.
PDGE xak u anuaepmanbHblid hakTop pocrta (epidermal
growth factor, EGF), ywactByeT B marodusuonoruye-
CKOM MeXaHU3Me JIETOYHOW apTepUaIbHOM TMIEPTEH3UHU.

TTockonbky BMP4 unnynupyer nuddepeHumnannio
(eTabHBIX JIETOUHBIX (UOPOOIACTOB B IIAIKOMBIIIIEY-
Hble KJIETKU W MOJABJISIET WX Mpoaudepalnio, HeaocTa-
ToK B3aumoneiicteusi BMP4 u BMPR?2 moxer npusectu
K YBEJIMYEHUIO POCTa MOMYJISILUU MUOPUOPOOIACTOB,
32 CYET YEero MPOUCXOAUT YTOJUIEHUE WMHTUMBI W aj-
BEHTULIUM COCYAOB JIETOYHOTO apTepuabHOrO pycia
MpU JIETOYHOI TMNEPTEH3UU. B KysnbType riankombliiiey-
HBIX KJIETOK M3 CTEHOK JIErOuHbIX apTepuit BMP2 pery-
qupyer PPAR-y-3aBucrMMyio TreHHYI0 TpaHCKPUIMIMIO,
U KJIIOYEBbIM (TapaXeTHbIM) reHoM siBiisieTcst reH APOE
(anonunonporenHa E), KOTopblii OKa3blBaeT MOIIHOE
AHTUATEPOCKJIEPOTUYECKOE AeHCTBUE. Y MbllIe c ne-
Jneuueit reHa APOE Ha aueTe ¢ BBICOKUM Colep:KaHUEM
>KMPOB pa3BUBAETCS JIETOUHAsl apTepuasibHas TUIepTeH-
3Usl, @y MbIIIEH C Jeselueil reHa, OTBeyalolero 3a CUH-
Tte3 PPAR-y, jierouHasi runepTeH3usi BO3HUKAET Jaxe
MpU HOPMAIbHOU aueTe. B OTHOIIEHUYU TJIaniKOMBIIIEeY-
HbIX KJIETOK apTepuit 60JbIIOro Kpyra KpoBooOpalle-
Hust APOE moxer rogaBisiTh UX Nnpoudepanuio myTeM
dochopuiupoBaHus UM UHTEpHAIM3ALMU KOPELENTO-
pa PDGF — LDL-peuentopHoro nporenHa-1 (LRP1).
Tonasnenue PDGF-peuenropa umarnnudom (Gleevec)
MOXET MPUBECTU K OOPATHOMY Pa3BUTHIO JIETOUHOM ap-
TEPUATbHOU TMNEPTEH3UU B IKCIIEPUMEHTE Y KPbIC U MO-
KET YJAYYIIWTb TPOTHO3 Y OOJbHBIX C TEPMUHAIBHOM
craauveit nerouHoi runepreHsuu. [lomumo apoE, apyroii
KJII0ueBOii Lieblo Bo3aeiicTBusi PPAR-y siBisetrcst agu-
MOHEKTHH, KOTOPhIi criocobeH n3onupoBath PDGF-BB
U TIOAABJISATH MPOJUGEPAIMIO TIaAKOMBILIEYHbIX KIETOK
JIETOYHBIX apTepui [3].
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PoJib HOBBIX MUcceHc-MyTanmii rena BMPR1B

B 2012 . A. Chida u coaBT. BriepBbie 0OHAPYKUJIU IBE
HOBbIe MUCCEeHC-MyTaluu petentopa BMPRIB y 601b-
HBIX C UTUOTMATUYECKOM (MEPBUYHOIA) JIETOUHOU apTepu-
anbHoOl runepteHsueil. Peuentop BMPRI1B oTHocuTcs
K ceMmeiicTBy mporernHoB BMP, npuHaaiexanux, B CBOIO
ouepenb, K TGF-B-cymepcemeiictBy. IlaToreHetnde-
ckue a¢dexTsl TGF-B-BMP peanusytotes mpy TOMOIITN
JIBYX THUIIOB PELIENTOPOB: CYLIECTBYET 7 BUAOB peLEN-
topoB 1-ro tuna (ALK1; ALK2; BMPRIA wunu ALK3;
ALK4; ALKS; BMPRI1B, i ALK6; ALK7) 1 5 Bumos
peuenropoB 2-ro tuna (ActR2A; ActR2B; TGF-f R2;
AMHR2; BMPR2). IIporeunsi rpynnsl BMP Bctynator
B HE3aBUCHUMbIE CBSI3U C pelienTopaMu 1-ro u 2-ro TU-
noB. Hanpumep, BMP-4 MoxeT cBsI3bIBaTbCSI C OIHOM
U3 pa3HOBUIHOCTEH peuenTopoB 1-ro Tuma — BMPRI1B
1 OHUM U3 peuentopos 2-ro tuna — BMPR2. Peuen-
TOpPHI 2-TO TUIA TTOCJIe CBA3BIBAHUS C JTUraHaoM ¢docho-
PUJIMPYIOT Y aKTUBUPYIOT pelienTopsl 1-ro tuna. Jdanee
AKTMBUPOBAaHHBIE PELENTOPbI 1-TO TUMA pacpoCTpaHs-
10T CUTHAJT ITyTeM (ochopuIMpoBaHus psiia TPAaHCKPUII-
LIMOHHBIX (HaKTOpPOB — MpoTeuHOB cemeiictBa SMAD.
Peuentop BMPRIB aktusupyer SMADI1, SMADS
u SMADS Ttakxe nyreM dochopuiupoBaHusi. DT aK-
TUBUPOBaHHbIE MpoTeMHBI SMAD BCTynaloT B KOMILJIEKC
cobuuM Kodakropom, SMADA4, u HakamiIMBalTCs
B SIpe, T/Ie OHU B3aUMOJEHCTBYIOT C TPAHCKPUIITOpAMU-
PETYIATOPAMHU LIEJIEBBIX TeHOB [14].

A. Chida ¥ cOaBT. CUUTAIOT, YTO OOHAPYKEHHbIE UMU
HoBble MyTauuu reHa BMPRIB Bwi3biBalorT ycuieHue
BMP-curHajioB, 4yTo MpOTUBOPEUUT MPUHSITOM TMIIOTE3E
0 natoreHeTu4yeckoi poiu Mmyrauuit reHa BMPR2, npen-
roJsiaraolileil CHIXeHue UHTeHcuBHOocTH BMP-curnanos
KaK MIPUYMHY pa3BUTUS JIETOYHON apTepUaabHOM rumep-
TeH3uU. JleJIo B TOM, YTO y YeJIOBEKa SKCIIPECCUsl peLier-
TopoB BMPR1B Ha rnankoMblleyHbIX KJIETKaX B CTEHKE
JIETOUHBIX apTepuii BbIllIE, YEM Ha YEJIOBEYECKUX IHAOTE-
JIMOUMTAX B MUKPOCOCYAAX M DHIOTEJMOLIUTAX BJIErov-
HbIX aptepusix [14]. Kpome Toro, y 60JbHBIX € JIETOUHOM
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apTepMalibHOM rurepreH3ueir akcripeccus BMPRIB
Ha IJIaJIKOMBIIIEYHBIX KJIETKaX JIETOUHbIX apTepuil OoJjiee
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KJIETKaxX apTepuaibHbIX cCOCyaoB Jierkux [11].

CornacHo uccienoBanuio A. Chido u coaBTt., MyTa-
uusg F392L rena BMPRIB 3HauurtenbHO MHAyLIMpYeT
dochopunupoBanue SMADS u ycuinBaeT TpaHCKPHUII-
LIMOHHYI0O aKTMBHOCTb B mpucyTctBuM SMADS nu6o
SMADS8/SMAD4. Hanipotus, mytarust S160N He wHIY-
LIMPYET TaK OTYETIUBO IEepeUrcIeHHbIE CyoCcTpathl [14].
DTa pa3HUlla MOXET ObITh CBsI3aHA C MMO3ULIUEH MyTa-
uuu BreHe BMPRI1B. Myranus F392L nokanusyetcst
B OIHOM U3 (PYHKIIMOHAJIbHBIX JIOMEHOB — B JIOMEHE
CepWH,/TPeOHWHKMHA3BI, Toraa Kak MyTtamms S160N Ha-
XOIMUTCSl BHE (PYHKIMOHAIbHOU YacTu jaoMeHa. OpHa-
ko Mytamuss S160N MoxeT Takke 00JamaTh IeJEBBHIM
(GYHKIMOHAIBHBIM JEHCTBUEM, TOCKOJBKY KOMILIEKC
ca-BMPRIB S160N coBmectHO co SMAD8 u SMAD4
WHAYLIMPYET BbICOKYIO akTWUBHOCTH [14]. Ilo MHeHUIO
aBTOPOB, coueTaHHoe yyactue SMADS8 1 SMAD4 6onee
¢usunonornyHo, yeM Toabko yyactue SMADS. Ectb psa
paboT, B KOTOPBIX MOKAa3aHO, YTO y OOJbHBIX C UAMOIA-
TUYECKON Y HACJIEACTBEHHOW JIETOYHOM apTepuaibHON
TMNEPTEH3MEN, a TaKKe BTOPUYHOM JIETOYHOM TuIep-
TEH3UEN U1 BEHOOKKJIIO3VBHOM JIETOYHOM TUMIEPTEH3UEN
ObLTM UaeHTUULIMpPoBaHbl MyTauuu reHa BMPR2, yo-
KaJU30BaHHble BHEe (YHKUMOHAJIbHBIX JOMEHOB [, §,
11, 15]. Bo3aMoxxHO, OHM 001a1al0T OCOOBIMU (DYHKITUSI-
MU B CPAaBHEHUU C y>X€ U3BECTHBIMU (DYHKIIMOHATbHbI-
mu nomeHamu kak B BMPR2, tax mu B BMPRIB renax
[14,21]. TpeOyercs nanbHeiilllee UCCAeNOBaHUE POJIU
¢yuxkuuit BMPR1B B nmaroreHese jierouHoii aprepraib-
HOI TMNEePTEH3MHU C UCTIOJIb30BAHMEM KYJIBTYD UeloBeye-
CKHUX TJIaJKOMBILIEYHbIX KJIETOK W 9KCIEPUMEHTAIbHBIX
mopeneit myrauuii reHa BMPR1B.
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MuToxoHApHAIbHbIE HAPYIIEHHS NPH MPOTPEeCCUPYIOIUX MBIIIEYHBIX TUCTPODUIX

J.A. Xapaamos, T.U. bapanuu, O.C. Iposrosa

Hay4Ho-nccnenoBaTenbCKnin KMIMHNYECKUIA MHCTUTYT Nneanatpum; POCCUNCKMn HaUMOHaNbHbIN nccneaoBaTebCkmin Mean-
LUMHCKUI yHuBepcuteT nm. H.W. MNMuporosa, Mockea

Mitochondrial disorders in progressive muscular dystrophies

D.A. Kharlamov, T.1. Baranich, O.S. Groznova

Research Clinical Institute of Pediatrics; N.l. Pirogov Russian National Research Medical University, Moscow

B 0030pe auTEpaTyphl NPUBOAATCS JAHHBIE O POJM MUTOXOHAPHAJIBHBIX HAPYUIEHHI B MATOreHe3e Pa3JMYHbIX MPOrPecCUpyIo-
MIAX MBINIEYHbIX TucTpodmii. OnuchIBalOTCS N3MEHEeHHs TpH MuOAUCTPOGuax Jomenna, KOHEYHOCTHO-TIOSICHBIX,, JIMIEJIONA -
ToyHO-1Ie4eBoii (Jlanay3u—/lexxepuna). O030p 0CHOBAH KaK HA KIMHHYECKHX, TAK M HA IKCIEPUMEHTAJbHBIX HCCIe0BAHMU-
AX, MPOBE/ICHHBIX HA MOJeJIAX KUBOTHBIX. Hapsany ¢ yuacTueM MUTOXOHIpHIi B maToreHe3e 3a00/1eBaHHil ONMUCHIBAIOTCS MYTH
JedeHust MHOAUCTPO(duii, OCHOBAHHbIE HA KOMIIEHCALMH IHEPreTHIECKUX HAPYLIEHHIl, IPeOo10IeHHH OKHCINTEIbHOTO CTpecca
W HapymeHuii QYHKUMH MUTOXOHApHIi. V3yyeHnne MUTOXOHIPUII MPH PA3JHYHBIX 3200J€BAHHAX MBI JAeT B PYKH Bpaueil
METO/IbI JIeUeHHs1, He MPUBOSAMINE K H3JIeYeHUI0, HO TO3BOJISIONIEe KOMIEHCHPOBATh HAPYIIEHHS, BbI3BAHHbIE MYTAILMSMH Te-
HETHYEeCKOro ammapara.

Karouesoie cnosa: demu, npoepeccupyioujue mvluietnvie ducmpoguu, moducmpogpus JrouieHna, KOHeHHOCMHO-NOSACHAS MbIUEYHAS O~
cmpoghus, AUYe-10naAmMO*HO-NAEHeBAsl MblUEHHAS OUCMPOPUS, MUMOXOHOPUS, OKUCAUMEAbHYL cCImpecc, namozeHe3, AeHeHue.

The literature review gives data on the role of mitochondrial disorders in the pathogenesis of different progressive muscular dystro-
phies. It describes changes in Duchenne, limb-girdle, facial scapulohumeral (Landuzi—Degerina) muscular dystrophies. The review
is based on both clinical and experimental animal studies. Along with the implication of mitochondria in the pathogenesis of the
diseases, it describes muscular dystrophy treatment options compensating for energy disorders and overcoming oxidative stress and
mitochondrial dysfunction. Mitochondrial studies in different muscle diseases hand physicians treatment modalities that fail to lead
to recovery, but compensate for disorders caused by mutations in the genetic apparatus.

Key words: children, progressive muscular dystrophies, Duchenne muscular dystrophy, limb-girdle muscular dystrophy, facial scapulo-
humeral muscular dystrophy, mitochondrion, oxidative stress, pathogenesis, treatment.

HUTb (l)yHKLU/IOHaJTbHOC COCTOAHME MBIIIL HA JOCTAaTOY-

I I €pBHO-MBIIICUHbIE 3a00JIeBaHMSI, B YACTHOCTH, 00-
HOM JIJISI TTOJIep>KaHUsl XKU3HEACSATETbHOCTU MallMeHTOB

YCJIOBJICHHBIC TCHETUYCCKUMU Z[eq)CKTaMI/I MHUoIa-

TUM SIBJISIIOTCS HauboJsiee 4acTbIMM M HepeAKo (aTalib-
HBIMM HACJIEACTBEHHbIMU 3a00JIeBAaHUSIMU YeJIOBEKA.
Tonbko Mpu ONHOM 3a00JI€BAHUM — IMPOrPECCUpPYIOLIE
MbllIEYHOU nuctpodun [droiieHHa 3a001€Ba€MOCTb CO-
crapisieT 1 Ha 3500 XX1UBOPOXIEHHBIX MATbUUKOB.

K coxanenuto, 1o cux nop He pa3pabOTaHbl CHELM-
(bnyeckrie MeTonbl JieueHUsl MOAABISIONIETO OOJbIIUH-
cTBa 3abo0sieBaHuUi 3TOM rpynmbl. B cBs3u ¢ 3TUM 00J1b-
10N MHTEpPEeC BBI3bIBAIOT METONbI Hecrneuu@uyeckoro,
0011Iero 17151 BCeX MUOMATUIA BO3IEHCTBYS Ha MbIILICUHBIE
BOJIOKHA. OTU METOAbl MO3BOJISIOT KOMIIEHCUPOBATh
BbI3BAaHHbIE MYTallUSIMU T€HOB HapyUIEHUSI M coxXpa-
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YPOBHE KakK MOXHO joJjiblie. MccienoBaHus yKa3aHHBIX
BO3ICUCTBUI TIPEICTABISAIOT HE TOJIBKO IMPAKTUYECKUM,
HO 4 HayYHBIl MHTepec B oOJacTd oOIleil MaToJIOTUU.
OTKpBHITUE «OJWHAKOBBIX TATOJOTUYECKUX SIBICHUI
11 BceX 3a0ojieBaHUi» TIpEACTaBIsIeT COOOM «BaX-
Heiliee (GyHAaMeHTaJbHOE TMOJIOKEHUE, BbITEKAOIIEe
U3 UCCJIEIOBAHNI Ha BHYTPUKJIETOUHOM, MOJIEKYJISIp-
HOM YPOBHE, KOTOPO€ MOXKET U JOJKHO CTaTh OCHOBHBIM
aTpuOyTOM o0LIel Teopuu natojaoruu» [1].

Bonbiioit mHTEpec B McCleqOBaHUSX MaTOTeHETUYE-
CKMX MEXaHW3MOB MUOMATUI TPUBIIEKAIOT 3HEPreTUYe-
CKME KJIETOYHBIC OpraHeslbl — MMTOXOHApUU. B aToM
0030pe MBI TIpUBEIEM AaHHbIE UCCIEIOBAaHUI PO MU-
TOXOHJIpUI TIPY HEKOTOPBIX MPOTrPECCUPYIOIIUX MbIILIEY -
HBIX TUCTPODUSIX.

CBUIIETEILCTBOM YHUBEPCAIBHOCTA POJIM MUTOXOH-
JIpUil B IaTOT€HE3€ pa3IMUHbIX 3a00JIeBaHUIA MBIIIIL SIB-
JsieTcs uccienoBaHue, TpoBeaeHHoe J. MuUller-Hocker
U coaBrT. [2]. [ucToxuMuyecKuM MeTOI0M ObUIN KCCIIeN0-
BaHbI MaTepHUaJibl 646 MBITIIEUHBIX OUOTICHI. AKTUBALIHS
0eJika, CBUAETEIbCTBYIONIAS O CJ1AO0M COMPSIKEHUN B MU-
TOXOHIIpUSIX, ObUIa BbIsIBJieHa (hOKaIbHO MU AUPPYy3HO
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B 28% OMONTaTOB HE3aBUCHMO OT OCHOBHOTO 3a00JjeBa-
Hus. HambGosee yacto oHa Oblta 0OHapyXXeHa TIPU MU-
TOXOHAPUATBLHBIX MHOMATHSAX U MBILIEUHOM TUCTPOGUMN
JromeHHa. B MeHblel creneHM oHa ObLia TpeacTaB-
JIeHa TIpu HeliporeHHoi atpoduu. B 92% Bcex ciydyaeB
OCJTabJICHUST COTIPSDKEHUS HaOIoqaIach pordepartust
MurtoxoHapuii. C apyroit cropoHsl, B 20% Bcex ciydacB
C MUTOXOHIIPUATbHON Tponudepanyieii, BKIIOYABIIUX
19 cnyyaeB nuddy3HO MUTOXOHAPHUAIBHONW MUOIMATUN
1 3 — Tporpeccupylonieil HapykKHOM 0hTaIbEMOIUIETHH,
He ObUTa OoOHapyXeHa akTuBalus (depmeHta ATD-a3wl.
[IpuBeneHHBIE Pe3yIBTaTHl TOKA3BIBAIOT, UTO OcabIie-
HHE COTPSKEHUST OKMCITUTETHLHOTO (hoChOpUITNPOBAHUS
TECHO, HO He 00s3aTeIbHO CBSI3aHO C Mpoudepareit
MUTOXOHApHI. OHO HAOIIOHAETCS MPU MUTOXOHIPHATTb-
HBIX MHMOIIATHUSIX, HO TaAKKE U MPU APYTUX 3a00JI€BAHUSIX
MBIIIII C Pa3TMYHBIM MTATOT€HE30M.

IIporpeccupyromas mMpimeuHast auctpodus lromenna

Hawubonbimmit mHTEpeC y McciiemoBaTesieii BhI3bIBACT
Mporpeccupylomasi MelledHast auctpodust JroleHHa,
BbI3bIBacMasl MyTalleil B reHe, OTBETCTBEHHOM 3a CHH-
Te3 Oesika auctpoduHa. [eH pacrnonaraeTcs B KOPOTKOM
reye Xxpomocombl X (Xp21.2).

W3 panHux paboT ciemyeT oTMeTUTb ctatbio A. Afifi
U COaBT. [3], MOCBSILEHHYI0O BO3MOXHOCTU OIpEAC/ICHUS
HOCHUTEJIbCTBA MYTAaHTHOTO TeHa Oose3Hu JlromeHHa 1mo-
CPEICTBOM 3JIEKTPOHHOM MUKPOCKOITHH. ABTOPHI OTTCAITA
HapyIIeHUsI MUTOXOHAPHWIA, BBISIBICHHBIE TIPU UCCIIEI0BA-
HUM MaTepUajoOB MBIIIECYHOU OMOIICUM Y 5 XKEHIIUH-HO-
cuTeTbHUIL. MaccuBHBIE CyOcapKoIeMMalIbHbIE CKOTIIe-
HUS BHEIITHE HOPMAJTbHBIX MUTOXOHIPUI ObIITM OTMEYEHBI
B 4 6uontaTax. B 3TUX CKOIJIEHUSIX TPUCYTCTBOBAIU TTJIOT-
Hble OCMMOMWIBHBIE TeJblA Y TUMTUAHBIE Karuii. CapKo-
JleMMa HaJl TAKUMU arperataMu ObUTa 3HAUUTETBHO PacTs-
HyTa. Cpeli MacChl HOpMaJIBHBIX MUTOXOHAPUI NMEJIOCh
HEKOTOPOE KOJMYECTBO OOIBIINX MUTOXOHAPUIA, KPUCTBI
KOTOPBIX OBUTM yHaJieHbl OPYr OT APYra, 4TO MPUBOIUIIO
K YMEHBILIEHUIO TUIOTHOCTH MPOCTPAHCTBA MEXIY KPUCTa-
MHU. B HEKOTOPBIX BOJOKHAX CyOCapKOJeMMATbHBIC MHU-
TOXOHIPHAJIbHBIE arperaThl COCTOSIIM B OCHOBHOM 13 MU-
TOXOHIAPHIT € MapaKpUCTAIMIECKUMU  BKITIOYEHUSIMM.
HexoTopble 13 HUX OBbIIM YIJIMHEHBI M MCTOHYEHBI, Ka-
Xaast coepxkaja ot 2 10 4 mapakpucTaIMyeCKrX BKITIO-
yeHuit. Cpeay MUTOXOHIPUI OBbITN paccestHbl JIMMTUIHbBIE
Kaluli W TJIMKOTeH. MMTOXOHIpHWAIbHEBIE CKOIICHUS
ObLIM O0Jiee OOMIIBHBI B CyOCapKoJIeMMaJIbHBIX 00J1aCTsIX,
a HEKOTOpbIe HAXOAWINCh Mexay MuodudpuiamMu. Pac-
ITMPEHHBIC UCTEPHBI CApKOILIa3MaTHUECKOTO PETUKYITY-
Ma OBITM OOHAPYKEHBI y TpeX HocUTeTbHUIL. HekoTopsie
13 HUX PacIojiarajiuch MexXmny MHUOMDUOpUIIaMK B HETIO-
CPEICTBEHHOU OJIM30CTH OT Z-TIOJIOCOK M HEPEAKO OBLITA
cBsizaHbl ¢ MuToxoHApusMu. M. Cullen wuJ. Fulthorpe
[4] BBICKA3a7IM MHEHME, YTO MPOLIECC arperaiuu Muodu-
OPWILT TIpY TUCTPODUIECKOM TIpollecce CBSA3aH C nedeK-
TaMU MUTOXOHIIPUIA, Z-TIOJIOCOK M CapKOILTa3MaTHIECKO-

rO pETUKYJIyMa.

B 1985 Obuto mpoBeneHo ucciienqoBaHue [5] ak-
TUBHOCTM MUTOXOHIPHUAIBHOH MOHOAaMWHOOKCHUIA3HI
TIPY TIPOTPECCUPYIONIe MBIIeYHO muctpodun [ro-
meHHa y 14 GosbHBIX MajbuvKoB. PesynbraTel uccie-
JOBaHUS TOKa3aJId, 9TO TpU MuoxucTpodun JromeHHa
HabogaeTcss CHUXKEeHNEe aKTUBHOCTH MOHOAMUHOKCH-
Ja3bl B MUTOXOHIPUSIX C OMHOBPEMEHHBIM ITOBBIIIICHIEM
aKTMBHOCTH 3TOTO (hepMEHTa B OKPYXKAIOIIe MUTOXOH-
IPUM Cpelie, YTO, BO3MOXHO, OOYCIIOBIEHO HapyIIeHU-
€M TIPOHUIIAEMOCTH MeMOpaH MUTOXOHIPUIA CKEJICTHBIX
MBILILL TPY MbILLIEYHO! nauctpoduu JdronieHHa.

B nocienHee BpeMs IpOBOIUTCS OOJTBIIIOE KOJTMIECT-
BO 3KCITEPUMEHTATBbHBIX UCCIIETOBAaHUI, HATTPaBICHHBIX
B KOHEYHOM WTOTE Ha TTOWCKHU ITOIXOMOB K JICUCHUIO 3a-
0oJieBaHMUSI.

Pabora Le Borgne ucoaBT. [6] MOCBsIIEeHa BBHISB-
JICHUIO MEeTabOIMYeCKUX W3MEHEHMI, ITPOUCXOMSIINX
BKJETKaX TallMeHTa ¢ MuomucTpodwueir JliomnieHHa,
0COOCHHO C TOYKHU 3pEHHUs TOMEOCTas3a JIeBOKapHUTHHA,
MeTaboJIM3Ma XUPHBIX KUCIIOT Ha YPOBHE MUTOXOHIPUI
M TIEPOKCHCOM, a TaKKe OIIEHKE WX BIWSHUSI Ha CTPYK-
TYypy ¥ GYHKIIMIO MeMOpaHbl MHOILIMTOB. B cBoeM wc-
CJICIOBaHUM aBTOPHI CPAaBHWIN CTPYKTYpHBIC W DYHK-
IIMOHAJTbHBIE ~ XapaKTePUCTUKM  KJIETOK  ITallMeHTOB
¢ muomuctpodueit JroleHHa W KOHTPOIBHBIX KIIETOK:
TIPY WCTIOB30BAaHUU MEUeHOTO L-KapHUTHHA OBIIO BBI-
SIBJICHO CYIIECTBEHHOEC CHIDKEHME 3axBaTa U BHYTPHU-
KJIETOYHOTO YPOBHS L-KapHUTHHA B KJIETKaX OOJBHBIX.
C 3TUMU M3MEHEHUSIMM CBSI3aHO CHIDKCHUE MUTOXOH]I-
PUAIBHOTO METa00IM3Ma, YTO 3aMETHO TIPU aHAJTU3e Ma-
tpuuHoit PHK (MPHK), yyactByionieit B KogupoBaHuu
MHTOXOHIPUATBHBIX OENKOB. L-KapHUTUH MOXET yBe-
JITINBATh aKTUBHOCTh MUTOXOHAPUN M YACTUIHO BOC-
CTaHaBJIMBATh MUTOXOHIPUAIBHOE OKWCJIEHHWE XUPHBIX
KUCJIOT. AHaJTU3 MUTOXOHIPUATHHBIX (DEPMEHTOB TTOKa-
3aJ1 3aMeTHoe cHukeHue koandectBa MPHK, koaupyto-
meil (hepMeHTHI, YJacTBYIOIIME B MUTOXOHIPHATEHOM
B-oxucnenuu. [JobGaBieHue L-kapHUTHHA He MOAUGbU-
LIMPYeT 3KCIPECCUI0 HM MUTOXOHIPUATHHOM, HU TIEPOK-
cucomHoit MPHK. BepostHo, mo6aBka L-kapHuTuHa
MOXET VAYJITUTh (GepMEHTATUBHYIO TPAHCITOPTHYIO aK-
TUBHOCTh BHYTPU MUTOXOHIPHUU U Yepe3 MHUTOXOHIPHU-
aTbHYI0 MeMOpaHy. JlaHHbBIe WCCIICIOBAaHUSI CBUICTEb-
CTBYIOT O TOM, YTO B KJIETKaX ¢ NeUIIMTOM AUCTPODIHA
HWMeeT MeCTO CHIKeHUe ypoBHs L-kapHutrHa. OmrcaH-
Hble OMOXUMWYECKUE M3MEHEHUS] OKAa3bIBAIOT BIIMSHUE
Ha CTPYKTYpPY KJICTOYHOI MEMOPaHbI, TaK KaK OHU CBsI3a-
HBI C UBMEHEHUSIMU cocTaBa (pochosMnuIoB 1 pacipe-
JIeJIeHUs1 XoJlecTeposia B MeMOpaHe.

B uccnenoBanuu J. Percival u coaBt. [7] Obuia uc-
MOJIb30BaHa MoJeNb 0Oojie3Hn [lIoleHHa Y MBIIIEH.
[Ipu mpoBeneHNMM HEMHBA3UBHOU CITEKTPOCKOITMH OBLIIO
ITOKa3aHo, YTO AeUIUT TucTpodrHA HapyIIaeT JOKaIH-
3aIMI0 Cy6CcapKoJIeMMaTbHOTO ITyJTa MUTOXOHAPUIA, CHU-
XaeT 3(DGheKTUBHOCTh pabOTHl MUTOXOHAPUN U OTPaHMU-
YUBAeT MaKCUMaJIBHYI0O MUTOXOHIPHAIHHYIO MOIITHOCTD,
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reHepupymoliyto ageHo3uHTpudocdar. B MutToxoHapusix
ucciaenyeMoil Moeau Ha0lonanoch 3HAYUTENIbHOE pa-
30011IeHUE OKUCIUTETHbHOTO (hoCcHOPUIUPOBAHNS U CHU-
XeHue crocooHoctn cuHTe3a AT®, ero comepxkaHue
B MBIIIEYHOI TKAHU YMEHBIIEHO.

Baxubim mipu 60s1e3Hu Jl1olIeHHa, BO MHOTOM OIIpe-
JIEJISIIOLIUM TPOIOJIKUTEbHOCTh XU3HU, SIBJISIETCS] MO-
paxeHue cepaeyHoi Mblllbl. KanbuueBble KaHabl
L-Tuna — ocHOBHOI MyTh MOCTYIUIEHUS] KAJIbIUsI B Kap-
JMOMUOLIMTBI, YTO KpaliHe BaxKHO JJIsI UX COKpALEHUS.
H. Viola [8] B cBoeit paboTe moIbITalICSd BBISIBUTH BJIV-
ssTHe U3MEHEHUII TOKa B KajJbllMeBbIX KaHanax L-tuma
Ha QYHKUMIO MUTOXOHIAPUI Yy MblllIel ¢ nepuuuToM
nuctpoduHa. M3MeHeHUs ToOKa B KaJIbLIMEBBIX KaHalax
L-tuna uroMeocraza KajibllMsi UTPalOT pPOJib B pa3BU-
TUM KapAWOMHUOIATUU Tpu Muoauctpodbuu JiomeHHa.
Ha uaMeHeHus1 Toka B KajlbLIMEBBIX KaHajax L-Tuna
1 Ha GYHKUMIO MUTOXOHJIPUIA MOTYT BJIMSITH OCJIKHU LIU-
TOCKeJieTa BCell KJIETKU. AKTUBALMS KaJlblMEBbIX KaHa-
JjoB L-tuna aronucrom muruapornuvpuanHa BayK (—)
BbI3BaJIa 3HAUUTEJIbHO OOJIbIlIee YBEIUUEHUE YPOBHSI LIU-
To301bHOTO Ca’t y MbIIeil ¢ AeULUTOM AUCTpodUHa,
YEM B XKEJTyJOUYKOBBIX MUOIIUTAX «IMKOTO TUMa». B coot-
BETCTBUM C MOBBILIEHHBIM COAEPXKAHUEM LIUTO30JIbHOTO
Ca% ypoBeHb OCTaTOYHOTO MHUTOXOHApHasbHOro Ca’',
BOCCTaHOBJIEHHOW (hOpMbl HUKOTUMHAMUAAJEHUHIUHYK-
neoruga (NADH) u MuToXOoHApUANTBLHOIO CymnepoKcuaa
ObLJ1 3HAYUTEJbHO BbILLIE y MbIIIIEH ¢ 1eDUIUTOM AUCTPO-
(brHa 110 CpaBHEHUIO C «TUKUM THUIIOM». AKTUBAIU Ka-
Hana BayK (—) mpuBena K naibHeieMy yBeJIUYEHUIO
ypoBHsT MuToxoHapuaibHoro Ca**, NADH wu cymepok-
cUja B MUOLUTAX MblleH ¢ nepuuutoM auctpoduHa.
B MuTOXOHIpUSIX, BBIAECAECHHBIX W3 cepala 8-Henesab-
HbIX MbIlIEH, aKTUBHOCTb KJIETOUHOTO AbIXaHUSI U KOM-
MJIEKCOB MUTOXOHAPUAIBHON 3JIEKTPOHHO-TPAHCHOPT-
HOI 1lenmu Obla CXOXa C aKTUBHOCTbIO MUTOXOHIPUIA
«IMKOTO TUIa». DTO MO3BOJISIET CleIaTh 3aKJI0UYeHue,
4yTO QYHKIUMSI MUTOXOHJAPUIA TMPU MOBBILIEHHOM YPOBHE
ocratoyHoro Ca’" B HEITOBPEXIECHHBIX MUOIIUTAX MOJIe-
JIU MbILIEN ¢ MUOIUCTPOGDUEH U aKTUBALIUS KaTbIIMEBbIX
KaHajoB L-Tumna crnocoOCTBYIOT M3MEHEHUSIM B MUTO-
XOHJIPUAIbHON 00paboOTKe Kasblusl, 4TO MOXET BECTU
K Pa3BUTHUIO KAPAUOMUOMATUH.

B oTBeT Ha MOBbILIEHWE BHYTPUKIETOYHON KOHILIEH-
Tpamu Ca?* MUTOXOHAPUU MOTYT TOOBEPraThCs TaK
Ha3bIBAEMON «MOMYJISILIMU TMPOHUIIAEMOCTH» U3-3a MO-
BBILIEHHOU MPOHULIAEMOCTH MEPEXOAHON MOPbl KaHaia
BHYTpEHHEN MeMOpaHbl MUTOXOHIpUiA [9]. MuToxoH-
puanbHas AUCHYHKIMS B CBA3U C MPEXIEBPEMEHHBIM
OTKPBITMEM 3TOW MOpbl ObLIa OOHApyXXeHa MPU HEKO-
TOPBIX MUOMNATHUSIX, B TOM YMCJI€ TIPU BPOXIEHHON MbI-
mevHoit auctpodun Yibpuxa [10], KOHEUHOCTHO-TOSIC-
Hoii Muoauctpoduu [11] 1 npu MblIeyHOU AucTpoduu
HroomeHHa y Mbleid ¢ aeuuutoMm auctpodunHa [12],
YTO MOJATBEPXKIAET YHUBEPCATbHBIA XapakTep ydyacTus
MUTOXOHAPUI B MATOJOrMUECKUX TIpolieccax IMpU MUO-

OB30PbI JINTEPATYPbI

matusix. Mmest oTom, uyrto Ca**-3aBucuMas MUTOXOHII-
puanbHasi AUCYHKUMS, CBSI3aHHAsl C HApylIEHUEM
MPOHUIIAEMOCTY MeMOpaHbl MUTOXOHIPUIA, SIBJISIETCS
MEePBUYHBIM 3B€HOM MbIIIeUHO nuctpoduu JomieHHa,
OblTa BeIIBUHYTA eiie B 1976 . [13]. B mocienHee BpeMst
OHa MOATBEPKIAETCSI YACTUYHBIM BOCCTAHOBJIEHUEM T10-
PaXKeHHbIX MBI, HAOJIIOaeMbIM IOCTIE WHIMOMpOBa-
HUSI MUTOXOHApUaabHOro uukinopuirHa D [14, 15].

MmMetoTcst npeanoxeHus: UCMojb30BaTh MCCIeq0Ba-
HUE MUTOXOHAPUATIbHBIX TUCHYHKIMI B KauecTBe KJie-
TOYHBIX OMOMapKepOB [JIsI MOHUTOPUHTA AUCTPOGUHO-
MMaTuii ¥ OTBeTa Ha hapMaKosorndeckoe edeHue [16].

IMpononmxkaioTcsi MOUCKU METOJOB JICUEHMS] MUOTMA-
tuil. [lpu usyyenun kpyriaoro uepBsi Caenorhabditis
elegans [17] B KauecTBe MOJEIN MBIIIEYHOU AUCTpODUU
Hro1ieHHa OBbUIO YCTaHOBJIEHO, YTO LIMKJIOCIOPUH A
(CsA) B HM3KHUX [103aX CHMWXAET MPOSIBJICHUS MbILIEY-
HOI nucTpoduu U NENCTBYET, 10 KpaitHel Mepe yacTuy-
HO, 4Yepe3 MUTOXOHIpUaIbHbI LMKIODWINH D. 3TO
MOCTYXXWJIO OCHOBAaHMEM [UISl BBIABUKEHMSI TUIIOTE3bI
0 TOM, YTO UMUKJIOCTIOPUH A BIMUSIET Ha MOAYJISILIMIO MU-
TOXOHAPUAJILHOW TMPOHUILIAEMOCTU 4epe3 MHIMOupoBa-
Hue nukiaodpuinHa D. AHanu3 cTpyKTypbl U GYyHKUIUU
MUTOXOHAPUI BBISIBUJ CUJIbHENIIYI0 (parMeHTaluIo
MUTOXOHAPUI, KOTOpasi MOSIBJSIETCS 1O TOTO, KakK MO-
IyT ObITh OOHApYXXEHbI MPU3HAKKU JereHepauuu. bosee
TOTrO, 3a7epXXKa MMTOXOHAPUAIBHONW (parMeHTauuu
nyreM OJOKUPOBKU CIOCOOCTBYIOUIETO MAEJIEHUIO TeHa
drp-1 yMeHbIlIaeT TPOSIBIECHUSI AETeHepalyyd MbIIILL
U YIy4YIlIaeT CHOCOOHOCTh K MEPEIBUKEHMIO Y HEMATOJ
¢ nuctpodueil. Takum 06pa3oM, MUTOXOHAPUU UTPAIOT
KJIIOUEBYIO POJIb B HaYaJIe Mpoliecca JereHepaliy MbILILL
1 MOTYT ObITh MUILIEHBIO BbIOOpA 1151 pa3pabOTKU HOBBIX
METOIIOB Tepanuu MuoaucTpoduu JdomieHHa.

B padore K. Baltgalvis u coaBrt. [18] u3yyanoch m3-
MEHEHNE aKTUBHOCTU MUTOXOHIPUAIbHBIX (DEPMEHTOB
LIMTPATCUHTA3bI, B-Tuapokcuanmi-KoA merumporeHa-
3bl, IIUTOXPOMOKCUIa3bl B MBILILAX MbIIEH C aehuiim-
ToM nuctpoduHa. [1pu AauTebHON HU3KOUHTEHCUBHOM
¢usnyeckoit Harpy3ke akTUBHOCTb YKa3aHHbIX ¢ep-
MEHTOB Oblla TOYTU Ha 25% BbILIE Yy MBIIIEH, TMOJY-
YUBIIMX HArpy3Ky, MO CPaBHEHUIO C MAJOMOIBUXHBIMU
>KUBOTHBIMU. Hapsiny ¢ 3TUM npu AIUTENbHON MbIlIey-
HOI aKTUBHOCTW Y MbILLIEH YIyYIIMUIUCh TOKa3aTesu
MBILIEYHOUN CWJIbl, YMEHbIIWIACh YyTOMJISIEMOCTb. [Ipu-
3HAKOB DPAa3pylleHUs MbIIIL NpU PU3NUecKoil Harpys-
K€ He ObLIO MOJYy4YeHO. ABTOPBI CUUTAIOT, YTO Y MOJEIU
MBIIIIEi C MBIIIEUHON nuCTpodueil coxpaHeHa CITOCcOo0-
HOCTb K MUTOXOHApUaJIbHOM ananTtauuu. [TpoBeneHHbIe
HCCIeIOBaHUs 1al0T OCHOBAaHUS JJisl pa3pabOTKU METO-
JIOB JieueOHOM (PU3KYIBTYpbI, KOTOPAsi TMO3BOJUT 3aMeJi-
JIUTh IIporpeccupoBaHre QYHKIMOHATbHBIX HapyILIEHU ]
MpHU MbllIeYyHOoM aucTpoduu diomeHHa.

MUTOXOHAPUU SIBJISIIOTCS OCHOBHBIMM BHYTPUKJIE-
TOUYHBIMU (DOTOAKIIENITOPAMU, U TOT PaKT, YTO MbIILIEYHASI
TKaHb COAEPXKUT UCKIIOYUTEIBHO OOJbIIOE KOJIUYECTBO
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MUTOXOHAPUM, TMO3BOJISIET MPEATNONOXUTb, YTO HU3KO-
WHTEHCUBHAs J1a3epHasi (CBETOBAs) TepaIusl MOXET ObITh
OUYeHb YCIelllHa MpPU MOpaxXeHus X Mbliil. JlazepHas Te-
panus npeiaraercs JJisl JeyeHusl TalueHTOB C TpaBMa-
MM MBI, TIPU MEPEYTOMIICHUHM U TIPU MUOIUCTPODUU
HromenHa [19].

IMoaTBep:KAAIOT POJAb MUTOXOHAPUI B MATOreHE3e
muonucTpoduu JromeHHa U cepund padoT IO YCIeIIHO-
My MPUMEHEHHIO «3HEPTOTPOITHBIX» MPEMapaToB IS Jie-
YeHMs1 9TOro 3abosieBaHusi. [1poBeneHbl MccaeaoBaHUs
3¢bdHEeKTUBHOCTH KUIeOEHOHA MPU AUCTPO(PUHONATUM.
DTOT npenapar SIBJISIeTCs OJIM3KUM K YOUXUHOHY (KO3H-
3uM Q, ), yIydIIaeT (PYyHKIMU AbIXaTEbHON LETU MUTO-
XOHJIpUII M yMEHbLIAET MOBpexXatollee AeMCTBUE OKUC-
JIUTENIBHOTO cTpecca. B akcneprmeHTanbHoi padote [20]
Ha MbIllIaxX ¢ AeUUMUTOM OUCTpodrHaA ObUIO TOKa3aHO
KapIUOINpPOTEKTUBHOE NEWCTBUE UAEOEHOHA, Yiayylle-
HUE MepeHocuMocTy dhusznueckoil Harpysku. Bo Bropoii
(aze ABOIHOrO ClIeNOro paHAOMU3UPOBAHHOTO, TLIale-
00-KOHTPOJIMPYEMOTO KIIMHUYECKOTO ucceaoBaHms [21]
ObLIM OMpeJesieHbl MEePeHOCUMOCTh U 3(PHEKTUBHOCTH
Tepanuu uaeObeHOHOM Yy feTeil ¢ Mmuoauctpodueit dio-
meHHa. Habmonancs 21 Majibuuk, npenapar Ha3Hayvascst
Bao3e 450Mr B CYTKM, MPOIOJKUTEIIBHOCTb Kypca CO-
crapisina 12 mec. [1oBbicuack MMKOBAsl paauaibHasi CU-
croysrueckasi aedopmaiusi JeBOro Xeaynouka v 3Hauu-
TeJbHO yBEJWYWIACh MaKCUMaJlbHasi CKOPOCTb BbIIOXA.
Tepanus xopoiuo nepeHocuyiack. [Ipu coBMecTHOM NpU-
MEHEHUU U1e0eHOHA U KOPTUKOCTEPOUI0B MOJOXKUTEb-
HOE BJIMSIHUE UIEeOeHOHA Ha pecnupaTopHylo MYyHKIUIO
cHuxaercd [22]. Dto TpedyeT najbHEeHIIero TaTeabHO-
IO UCCJIeOBAHMUSI.

KoneuHOCTHO-NOSCHBIE MbILIeYHbIE AUCTPOd UM

KOoHEYHOCTHO-TIOSICHBIE MBIIIIEUHBIC TUCTpOOUU —
TeHeTUIECKU TeTepOTeHHAasT TPyIIa HePBHO-MBIIICUHBIX
pPacCTpOMCTB C U30JMPOBAHHBIM WJIM TPEUMYLIECTBEH-
HbIM MTOPAXXEHUEM TJIEYEBOTO U TA30BOTO MOSICOB.

L. Bisceglia u coaBt. [23] HaGmonanu 19 4yjaeHOB 4ye-
TBIpEX TIOKOJIEHUI WTAIBIHCKOM CEMBU C ayTOCOM-
HO-JIOMUHAHTHOW KOHEYHOCTHO-TIOSICHOW  MBILIEYHOMN
nuctpodueit. KiuHuyeckue uccieaoBaHUsl TOKa3aau
BapuabeIbHOCTb SKCIPECCUBHOCTU € TOUKU 3PEHUSI BO3-
pacTa Havaja 3a00yieBaHUS U €ro TsDKecTu. YeThlpeM ma-
LIMEHTaM C TSDKEJIbIM TeueHueM 3abosieBaHMs ObLia Mpo-
BeZieHa MbIllIeuHasi OMOTICHS, U B AIBYX CIIydasiX MPpU3HAKU
MBILIEYHON TUCTPO(PUU COUETATTUCH C CYOCapKOIeMMallb-
HBIM HAKOTUTEHMEM MMTOXOHIPWI W HaJIMYMEM MHOXe-
CTBeHHbIX Aenenuit mutoxoHapuaibHoit JHK. Ckanu-
pOBaHUE TeHOMa C UCMOIb30BAHUEM MUKPOCATEJUIUTHBIX
MapKepoB BhISIBUIIO 1edeKT B XpoMocoMme 3 (3p23—p2)).

Xopouio M3BECTHO, YTO Y MAlMEHTOB, CTPAAAIOIINX
MBILIEYHOU AUCTpodueit, MPOUCXOAUT aronTo3 CKe-
JIETHBIX MBIIIEYHBIX BOJIOKOH. B cBoeM uccienoBaHuun
I. Hadj Salem u coaBrt. [24] npenmnojaoxuiau, 4To GyHK-
LIMOHAJIbHBIN MOAMMOPGU3M TeHOB, YYaCTBYIOLIUX B MU-
TOXOHAPUAJILHOM MYTH aIlorTo3a, MOXET MOAYJIUPOBATh

MHTEHCHUBHOCTb aIloOITO3a, JIEXAIEro B OCHOBE MOTEpU
MBILIEYHON Macchl. DTOT ke MoauMopbusM Mpu KO-
HEYHOCTHO-TIOSICHOW MblllleyHOi auctpoduu Tuna 2C
crocoO0CTByeT BapuabeJbHOCTU (PEHOTUIIOB MALIUEHTOB
conHoit uroiixke c.521delT myraumein Brene SGCG.
Hanunuue amomnro3a ObUIO MOATBEPXIAECHO MBIILIEYHON
Oouoricueil, TPOBEICHHOW Yy MalMeHTOB C yKa3aHHbIM
3a0oJyieBaHMEM. 3aTeM ObLJIO MPOBENEHO TeHOTUIIUPO-
BaHUE NECATU MOTEHUMATbHO (DYHKUMOHAIBHBIX OJHO-
HYKJIEOTUIIHBIX MouMopdu3moB B reHax TP53, BCL-2
u BAX, Konupylolux MUTOXOHIPUATIbHBIA MyTh amomn-
to3a. [loreHumanbHO reHoTun3aBucuMble Bcl-2 u p53
OeJIKM, SKCMPEeCCUPOBAHHbIE B CKEJETHBIX MBbILILAX,
ObLIM UMCCIeNOBaHbl TPY MOMOIIM BECTEPH-OJOTTUHTA
1 UMMYHOMEpPMEHTHOro aHajiu3a. Pe3ynbTarbl mokasa-
JIA, 49TO MbIlIeyHble KieTKn ¢ TP53-R72R u TP53—16
bp del/del reHoTMNaMKU MMEIOT MOBBIIIEHHbI YPOBEHb
Oenka pS53, KOTOPBIE MOXET ObITh Oosiee 3bHEKTUBEH
B MHIYKIIMU arorro3a MyTeM akTUBallMy MPOanonToTh-
yeckoii akcrpeccun reHoB. Kpome Toro, BCL2—-938 AA
TEeHOTUI ObLI CBSI3aH C MOBBIILIEHHON 3Kcnpeccueit Bel-2
OeJika B MBIIILAX MALMEHTOB IO CPABHEHUIO C F€HOTH-
nom 938CC, B TO BpeMsl KaK HET HUKAaKUX J0Ka3aTeJbCTB
3HayuTeJibHOro paznuuusi B BAX ramnorunax. Pesysb-
TaThl MOKA3bIBAIOT, YTO yBeJWUYeHue 3Kcnpeccuu Bcl-2
0eJTKa, KOTOPHI HAXOMUTCS B MUTOXOHIPHSIX, TICPUHY-
KJleapHOii MeMOpaHe U B 9HIOIJIa3MaTUYECKOM PETUKY-
JlyMe, MOXeT HEUTPpaIU30BaTh MPOANONTOTUYECKUE MTYTH
W TeM CaMbIM YMEHBIIIUTD IOTEPU MBITIICYHON MacCHI.

MyTtauuu  HEJU30COMAJIbHOW  LMCTEMHITPOTEa-
3l — KaJlbllauHa-3 BbI3bIBAIOT AYyTOCOMHO-PELIECCUB-
HYI0 KOHEYHOCTHO-TIOSICHYIO MBIIIEYHYIO JUCTPOdUIO.
1. Kramerova u coaBr. [25] ucciaenoBain Mopdosornue-
cKre UM OMOXMMUYECKUE J10KA3aTeJbCTBA MUTOXOHIPU-
TBHBIX HapYIIEHWW B KaJdbllaWH-3 HOKAyTHPOBAaHHBIX
MBIIILIAX, BTOM 4YHUCJIE HapyuleHUE YJIBTPACTPYKTYphl
U pacrnpenesieHuss MUTOXOHApuil. Mopdosnornueckue
HapylleHUs B MBIIILAX CBSI3aHbl C YMEHbIIEHUEM O00-
pa3oBaHUs in Vivo MUTOXOHIpHaANbHON AT®, 4To OBIIO
U3MEPEHO MPU MOMOLIM MarHUTHO-PE30HAHCHOM CIEKT-
POCKOIUU. DTOT aHAIM3 MOKa3aJl, YTO aKTUBHOCTb (hep-
MeHTa f-okucienuss VLCAD (anmn-KoA-nernaporeHasa
SKUPHBIX KUCJIOT C OYeHb IJIMHHOMN YIJepoaHO# LEeMNblo)
Oblj1a CHUXKEHA B MUTOXOHJIPUATbHON (hpakiiuu Kaibna-
WH-3 HOKAyTUPOBAHHBIX MBILILL 10 CPABHEHUIO C «TUKHUM
TUIOM», YTO, BEPOSITHO, OTPaxKaeT OOLIYI0 MUTOXOH/-
puagbHylo AUChYHKIMIO. DTU JaHHbIE MPEANoJaraor,
YTO MUTOXOHJIpUAJIbHbIE HAPYLIEHUSI, BEAYIIUE K OKUC-
JINTEILHOMY CTpeccy U Ae@ULNUTY SHEPruu, SIBISIOTCS
BaXXKHBIMY TIATOJIOTUYECKUMHM YepTaMU KaJIbITAUHOTIAT!
M, BO3MOXHO, TIPEICTABISIIOT CO00I BTOpUUHBIE 3P PeK-
Thl OTCYTCTBUS KajbrauHa-3. Kpome sroro, D. Hicks
M COaBT. [26] TONTBEPKIAIOT POJIb TUCPETYIISIIAHA TTPOHU-
[AEMOCTHU NEPEXOTHOM MOPHI KaHajla BHYTPEHHEN MeM-
OpaHbl MUTOXOHIIPUI B MMOOJIACTaX MPU KOHEYHOCTHO-
MOSICHO! MblllIeYHOI nucTpoduu tvuna 2B.
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JluneronaToyno-miedeBas MpineyHas quctpodus (60-
Je3nb Jlanaysu—/lexxepuna)

OTta hopma MbllIeyHOI TUCTPOdUU BCTpeyaeTcs ¢ ya-
croroii 1—2 Ha 100 000 HaceneHUsT; BEI3BIBAETCSI MyTalUei
B reHe DUX4, HaxonsiieMcs Ha JUIMHHOM TIJIeue XpOMOCO-
MbI 4 (4q35); HacnemyeTcsl MO0 ayTOCOMHO-IOMUHAHTHOMY
TUIy. Y OOJBIIMHCTBA MAMEHTOB CUMIITOMbI OTMEYAIOT-
cs BJIMLE, pyKax, Horax u Tyjosuiie. [IpoBeaeHo uccie-
JIOBaHWE MUTOXOHIPUAIbHON (YHKIMM U OKUCIUTEIb-
HOIO cTpecca B OMOMNTaTax MbIIIEYHON TKAHU Y B KPOBU
y OOJIBHBIX C JIMLIEIONATOYHO-TIJIEYEBOM MBILLIEYHOU -
ctpodueil Uy ux 3mopoBbix poBecHUKOB [27]. TlokaszaHo,
YTO YPOBEHb OKUCIUTEbHOIO CTPECCa 1 CBSI3AHHOE C HUM
MOBPEXIEHNE, a TAKXE YPOBEHb aHTUOKCUJAHTHBIX dep-
MEHTOB (KaTanas3a, MeIb-LIMHK3aBUCUMAsl CYMEepOKCU[I-
JIMCMYTa3a U TIyTaTUOHPENYKTa3a) ObUIX BhILLIE B MbILLITIAX
y AIMEHTOB, YeM Y 3I0pOBbIX. B MbllIax Mpu Julieno-
MaTOYHO-IJIEYEBOI MbILIEYHON AUCTPO(GUN ObLIU BbISIB-
JIEHbl TIPU3HAKU HEJO0CTAaTOYHOCTM MMTOXOHIPUAIBLHOMN
(byHk1MY (CHUXEHUE aKTUBHOCTU LIUTOXpoM C OKCHIa3bl
u cHikeHune cuHTe3a AT®). Kpome Toro, y Bcex maimeH-
TOB ObUIO 3HAYUTEJIbHO CHUXXEHO COOTHOLIEHUE MEXIY
BOCCTaHOBJIEHHOW U OKUCJIEHHOW (hopMaMK TJIyTaTMOHA
U, Kak CJIJCTBUE, HAKOIUIEHUE OKUCIEHHOTO TJyTaThO-
Ha. Kpome Toro, ObUT onpeesieH HU3KUI YpOBEHb LIMHKA
(KohakTOp CYNMEepOKCUAIMCMYTa3bl), ceneHa (KogaKTop
[JIyTaTUOHIIEPOKCUIA3bl, YYaCTBYIOUICH B 3JIMMUHALMA
MPOJIYKTOB MEPEKUCHOTO OKUCICHUS JIUMUIOB U KaTaau-
3UpYIOLLEi BOCCTAHOBJIEHUE MEPEKUCEN JIUMUIOB) U BU-
tamrHa C. BbIpakeHHOCTb CUCTEMHOTO OKMCIUTEIBbHOTO
CTpecca U MUTOXOHAPUATbHON AUC(HYHKINUA KOPPEIUPO-
Baja ¢ GYHKIIMOHAbHBIMU HapyllieHusiMu Mbi. [Ipo-
IyKimst MUTOXoHApusMu AT® Tips Mo KoppeiampoBaia
C BBIHOCJIMBOCTBIO YETBIPEXIJIABbIX MBI U BEIUUYMHON
MaKCUMaJIbHOTO MPOM3BOJILHOTO coKpalleHus. KoHueHT-
pauus B IJ1a3Me OKUCJIEHHOTO IJIyTaTUOHA OTPULIATEIbHO
KOppeaupoBaia C BbIHOCJIMBOCTbIO MBI, BEJIMYMHON
MaKCUMaJIbHOTO TMPOU3BOJIBHOIO COKpAIlleHUsI U pac-
CTOSIHUEM, MPEOJ0JIeBAEMbIM TPU JBYXMUHYTHOM TECTE.
IIpuBeaeHHbIe JaHHbBIE YOEXIAIOT, YTO AaHTUOKCUIAHTHI,
CIIOCOOHBIE MOYJIMPOBATh WM CHUXKATb OKWUCIUTEIbHOE
MOBPEXIEHNE, MOTYT ObITh TMOJIE3HBI ISl MOAACPKAHUS
(byHKIMIA MBI TPU YKa3aHHOM 3a00JIEBAHUM.

OB30PbI JINTEPATYPbI

[Ipu TUIIeTOTTaTOYHO-TIJICYEBO MBIIIIEYHOM TUCTPO-
(uu BBISIBJICHO MOBBIIICHNE YPOBHS aJlcHUHHYKIICOTHIA
TpaHcaokaropa-1. Otor Ca’'-3aBUCHMBII OEJIOK SIBJISI-
eTcsl KOMITOHEHTOM MUTOXOHIPUAIBHON TIePeXOTHOMN
TOPBl ¥ MOXET OBITh BaXHBIM (haKTOPOM B Pa3BUTHU
HapyIIeHUs] MUTOXOHAPUAIBHOW MeMOpaHbl. Hapsimy
C 9TUM TIOBHIIIIEHO conepkaHue (akTopa HeKpo3a OITy-
xonu. IlpencraBaeHbl TaHHBIE 00 YCTICIITHOM TIpUMEHE-
HWM TIpeTrapaTa quithaseMa (6J1oKatopa KaJibIeBhIX Ka-
HaJIOB) y MalMeHTOB ¢ 0ojie3Hblo Jlanny3u—/lexepuHa
[28]. BpickazaHO MpearoaoXeHre O TOM, YTO KOMOMWHa-
Ms GJIOKATOPOB KaJbIIMEBBIX KaHAJIOB M MHTMOUTOPOB
(akTopa HeKpo3a OITyXOJM 0 YMEHBIITUT BIUSHUE 3TUX
MoBpeXIaoIIUX (PaKTOPOB Y OONbHBIX.

OTevecTBeHHBIC YUYCHBIC TIPOBOIAT WCCIICHOBAHUS,
HaIlpaBJicHHBIE Ha KIIMHUYECKYIO OIIEHKY MUTOXOHIPH-
TPHBIX M3MeHeHU Tpu MuomucTpodusax. [locme mpo-
BEICHUS OIIEHKW KOPPEISIIMOHHOTO M KJIaCTepHOTO aHa-
JIN30B MUTOXOHAPUI B IPYIIe OOJBHBIX C MBIIICUHBIMU
nucrpopusimu (Cyxopykos B. C.) ObL1 ciesiaH BBIBOI, O Cy-
IIECTBOBAHUM NIBYX KPEOHOB (YCTOMYMBBIX ITyTeif) TarTo-
MOpdOITOTNIeCKNX U3MEHEHMIA: 1) BapraHT M3MEHEHUH,
CBSI3aHHBIN C BBIPAKCHHBIMA HEKPOTUUECKUMU TIOBpE-
KIEHUSIMA MBIIIEYHBIX BOJIOKOH TIPW HATMYWUW CIICIN-
duyeckux ocobeHHOCTEl MUOAUCTPOGUiA, HO O€3 MPOSIB-
JIEHUST CIIeIMOUIeCKUX TPU3HAKOB MUTOXOHAPHATBEHOM
nuchyHKIMY; 2) BapUaHT U3MEHEHUIA, CBA3aHHBIN C OT-
HOCHTEJIBHO OOJIBIIEN COXpaHHOCTBIO MBIIICYHOM TKaHM,
HO C PU3HAKaMW MUTOXOHIPUAIBHBIX U3MeHeHU. Bo3-
MOXXHO, 3T TIPU3HAKH OTIPEIC/ISTIOT B OCHOBHOM KOMITECH-
CaTOPHBII XapaKTep MUTOXOHAPUAIbHBIX U3BMEHEeHU [29].

H3yyeHre MUTOXOHAPWIA TP Pa3IMYHBIX 3aboire-
BaHMAX MBI JaeT B PYKA Bpadeil METOABI JICUCHHS,
He IPUBOASAIINE K U3JICUYCHUIO, HO TO3BOJISTIONINE KOM-
TIEHCUPOBATh HAPYIICHUS, BBI3BAHHbIC MyTalIMSIMU TeHe-
TUYECKOTO armapara. Tepamwsi, HanpaBjieHHas Ha TOI-
nepkKaHue SHEPTeTMYSCKUX BO3MOXKHOCTEH MBIIIICYHOM
TKaHU, TpeOyeT, HapsAdy C PeKOMEHIAIUsSIMM, BBIpaboO-
TaHHBIMU  TIPU SKCIIEPUMEHTATBHBIX ~ MCCIIEIOBAHMSIX,
WHIWBUIAYAJTLHOTO TTOIXOMAa B OTHOIICHUM Kak Ioabopa
MpeTnapaToB, TaK W MPOJOLKUTEIIEHOCTH KypCOB Jiede-
Hus. HecMoTpst Ha GOJTBIIION MHTEpEC K 3TUM HCCIIeIoBa-
HMSM, MBI TIOKa HAXOIWMCSI B Havaje IMyTH.
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IIpoduaakTKa ¥ MPOrHO3MPOBAHKE NMUIIEBOM AJJIEPIHH Y JieTeil B AHTEHATAJIbHOM
¥ MOCTHATAJILHOM NEPHOIAX

C.B. boeoanosa, JI.U. HUnvenxo, U.H. Cudopos, O.B. Tapacosa, C.H. Jlenucosa

Poccuickuii HaumoHanbHbIN NCCnenoBaTenbCknii MeaANUMHCKNA yHBepcuTeT um. H.W. NMnuporosa; fopoackas noavnknnHm-
ka Ne219; [leTckas ropoackas knnHudeckas 6onbHuua Ne9 nm. I'.H. CnepaHckoro, Mockea

Prevention and prediction of food allergy in children in the antenatal and postnatal periods

S.V. Bogdanova, L.1. llyenko, 1.1. Sidorov, O.V. Tarasova, S.N. Denisova

N.l. Pirogov Russian National Research Medical University, Moscow; City Polyclinic Two Hundred and Nineteen, Moscow;
G.N. Speransky City Children’s Clinical Hospital Nine, Moscow

YacToTa NUIIEBOii aJUIepruu, 0 JAHHBIM Pa3HBIX ABTOPOB, COCTaBIsAET OT 4 10 7,5% B neTckoii momynsauuu. B cTatse npeacrasie-
HbI COBPEMEHHbIE ACHEKThI MPOMUIAKTAKA H MPOTHO3HPOBAHNS NUIIEBOI AUIEPrHA B AHTEHATAIBHOM H MOCTHATAJILHOM MEPHOAax
y nereii. BoisiBjieHue AeTeii ¢ MOBBILIEHHBIM PUCKOM Pa3BUTHS AJIEPrMYECKUX PEAKIMii MO3BOJIsIeT MPOBECTH COOTBETCTBYIOLLYIO
npoUIAKTHKY 10 poxaeHusi pedeHka. D¢eKTUBHOCTb NepBUYHOI NPOGHUIAKTHKY NOBLIIIAETCS, €CIM YYUTHIBATH 0COOEHHOCTH
HMMYHHOT'O CTATyCa M IMMYHHBIX PeaKIii B HEOHATAJILHOM NEPHOJe Y JieTeil C OTATOLIEHHBIM 110 AJLIEPIHH CeMeiHbIM AHAMHE30M.
B nocTHataibHOM nepuoze K ¢akTopam, NpoBOLMPYIOLIMM NOSIBJIEHHE AJLIEPrUM, OTHOCSATCS HECOOIO/IeHNe MATEPbIO THITOALIep-
TeHHO¥i U JIMMAHALMOHHOI TMEThI B IIEPHO/L JIAKTALMH; KYPEHHE; M03IHEEe MPHKJIAAbIBAHNE K IPY/AH; HCKYCCTBEHHOE BCKADMIIMBAHHE,
a TaKXKe paHHee BBeJleHHe MPUKOPMA WM MPOAYKTOB, He COOTBETCTBYIOLIMX BO3PACTY pedeHKa, YacTble BUPYCHbIE, MAPa3UTAPHbIE
uH(peKuMy U HAIMYMe 04aroB xpoHuyeckoil nHpexuun. CopMyIMpoBaHbl OCHOBHbIE MPUHIMIBI AHTEHATAIbHOH NPOGUIAKTUKI
MHILEBOJ AJLIePIUH, KOTOPbIe BKIIOYAIOT PALMOHAIbLHOE MUTAHKE 310POBOii GepeMeHHO¥ XKeHIMHbI; THI0AJIepreHHoe NUTanue oe-
PeMeHHOI! JKeHIIUHBI, CTPajaloNiei aJJlepruyecKoil NaToJI0ruei; yayyleHue 3K0J0rH4ecKoii 00CTAHOBKH M CO3JaHHe THIoaJLIep-
TeHHBIX ObITOBBIX ycJioBHii. [locTHATANbHAS MPOMUIAKTHKA 3AKII0YAETCS B OTPAHUYEHNH Y HOBOPOXKIEHHBIX M3JIMIIHEN MeIuKa-
MEHTO3HOIi TepanuM, paHHEero CKYCCTBEHHOr0 BCKAPMJIMBAHMS, TPOBeAeHHe NPOGHIAKTHKY BUPYCHBIX MH(EKIMIA.

Karoueguie crosa: naod, HoopodcdeHHblil pebeHoK, nuwesas aiiepeus, NPoGYUAAKmMUKa, nPoeHO3UPOBanuUe.

According to different authors, the rates of food allergy range from 4 to 7,5% in a pediatric population. The paper presents the cur-
rent aspects of the prevention and prediction of food allergy in infants in the antenatal and postnatal period. Identification of babies
at increased risk of allergic reactions allows appropriate prevention before birth. The efficiency of primary prevention increases when
the specific features of the immune status and immune reactions in the neonatal period are considered in babies with a family history
of allergy. The postnatal risk factors of allergy include maternal non-compliance with hypoallergenic and elimination diets during
lactation; smoking; late attachment to the breast; formula feeding, early use of age-inappropriate complementary foods; frequent
viral and parasitic infections, and chronic infection foci. The basic principles in the antenatal prevention of food allergies are laid
down, which include a balanced diet in a healthy pregnant woman; a hypoallergenic diet in a pregnant woman with allergic disorders;
improvement of the environment; and creation of hypoallergenic living conditions. Postnatal prophylaxis is to limit excessive neonatal
drug therapy and early bottle-feeding, and to prevent viral infections.

Key words: fetus, neonatal infant, food allergy, prevention, prediction.

u B3pociioro HaceneHus. Ot 70 m090% nereit TiepBOrO
rofia XXU3HU UMEIOT KOXHbIE MTPOsIBJIeHUs ajiepruu [1, 2].
ITo nannbeiM R. Buckley (1982), yacrora nuineBoii aniep-
MM cocTaBisieT 7,5% Bo Beeit neTckoii momysiuu [3]. Vc-
XOZISI M3 TAHHBIX 00 YBEJIMUCHUH YMCITa TTAIMEHTOB TIEPBBIX
JIET KU3HU C AUIEPIMIeCKUMU 3a00JIeBaHUSIMUA (B MHPE

C pOoCTOM ypOaHU3aLMK HaOJTIONAeTCs TECHIEHIS K YBe-
JIMYEHUIO AJUIePTMYecKuX 3abojieBaHUiM Y IETCKOTO
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JenucoBa Ceetnana HukomaeBHa — m.M.H., ipod. Toit ke Kad. yKazaHHOTO
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123317 Mocksa, LIIMuToBCckuit npoesn, 1. 29

10 15—20% w B Poccuu 1o 34% [4]), T.Y. ApxurioBa nipu-
1112 K BBIBOJY, YTO OCHOBHO! aKIIEHT IOJDKEH OBITh C/ieaH
Ha NpoWIaKTUKEe AIIEPruyd B aHTEHATAJIbHOM U MOCT-
HaTaJbHOM TMepuoaax. ATOMWYECKUI CTaTyC HauyMHaeT
GopMUpPOBATLCSl B aHTEHATAILHOM Mepuojie pa3BUTUs [S].
ITosToMy COBOKYMHOCTb (haKTOPOB PMCKA, NEHCTBYIOIINX
B AHTEHATAIBHOM U MMOCTHATAILHOM MEPUOIAX U BbI3bIBAIO-
LIMX CECHCUOWIU3ALIMIO OPTaHU3Ma, HYXKIaeTcsl B yITyOJIeH-
HOM U3YYEHUHU.

PasButue nuiueBoit aliepruu y aeteil uMeeT MyJbTU-
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boedanosa C.B. u coagm. [pocdunakTika ¥ IPOTHO3MPOBAHYE MUILEBOI AJTEPTHH y IETel B aHTEHATATTbHOM ¥ TTOCTHATATTBHOM MEPUO/Iax

akropHbIit XapakTep. K (hakropam pricka BOSHUKHOBCHHSI
MUILLEBOI JIJIEPTUU Y IeTell OTHOCST aJljiepruueckue 3a00-
JIEBAaHUS ¥ MaTepPH, TOKCUKO3bI OEpeMEHHBIX, MEIMKaMEH-
TO3HYIO Tepanuio 6epeMeHHOi, eperpy3Ky MuileBoro pa-
IIMOHA KOPMSIIIIVX XKEHIITMH MOJIOYHBIMH TIPOIYKTAMHU.

AJulepruyeckre peakiiuyu pa3BUBAIOTCS TOJBKO B CEH-
CHUOVIM3MPOBAaHHOM OpraHW3Me TP TTIOBTOPHOM KOHTAKTe
C aJJIEPreHOM U COTTPOBOXKMAIOTCS a/IepruieckKuM BocIia-
JICHUEM, TTOBPEXICHUEM TKaHEeH W MPOSIBIICHUEM KIIMHU-
YeCKMX CUMIITOMOB ajulepruueckvx Oosie3Heid. B mepuon
BHYTPUYTPOOHOTO Pa3BUTHS BO3IECHUCTBIE BHEITHUX (DaKTO-
POB MOXET BbI3bIBATH BHYTPUYTPOOHYIO CEHCUOMIU3AIIUIO.
OpraHu3sM pebeHKa 3HAKOMUTCS KakK ¢ (Pr3NO0TOTIYECKITMI
HabopaMH aHTUTEHOB, TaK ¥ C aHTUTCHaMU, KOTOpHIC SIB-
JITIOTCS TIOTEHIIMATBHBIMU MHAyKTOpaMu ajuiepruu. I1po-
HICXOMUT TIporiecc (popMUpoBaHUs ToslepaHTHOCTH. OnHa-
KO CYIIECTBYIOT HayJHbIe PabOThI, B KOTOPBIX MOKa3aHO,
YTO TAaKO KOHTAKT SABJISIETCS (haKTOPOM BHYTPHYTPOOHOM
ceHcuouM3anuu [6].

3alluTy yesoBeka OT UyXKEPOAHbIX areHTOB obecreyu-
BacT UMMYyHHasI CUCTeMa, OobJiamarolasi MOIITHBIMKM MeXa-
HU3MaMU 3allUThI, CPeIM KOTOPBIX OCHOBHBIMU BHEIITHH-
MU OapbepaMM, TIPEIOTBPAIIAIONIMMU TTPOHUKHOBEHUE
MUKPOOOB B OpraHW3M YeJIOBEKa, SIBJISIIOTCS KOXKa W CIIH-
3uctble 0060s0uku [7—10]. CocTtosiHue UMMYHHOI cucTe-
MBI HOBOPOXIEHHOTO peOeHKa CHEPKMBACT M30BITOYHBIN
MMMYHHBIN OTBET, KOTOPBIif MOT ObI BOBHUKHYTH Ha TTOBBI-
IICHHYIO aHTUTEHHYIO CTUMYJISIIINIO. DTO CTAHOBUTCS BO3-
MOXKHBIM 32 CUET He3peJIOCTH MHOTHX 3BeHheB UMMYHUTETA
1 TTOBBITIICHHOM (DYHKITNY CYTIPECCOPHBIX, T. €. CICPKUBATO-
mux pakTopoB UMMyHuteta [11].

Y HOBOPOXKIEHHBIX NETeii aKTWUBHOCTH OOJBIIMHCTBA
(hakTOpOB HecTTeIM(UIECKOI 3aIUTH CHIDKeHA. Tak, Koxa
HOBOPOXICHHBIX TOHKAsI, CTPYKTYpa e¢ He3pesast, KOKHBIE
ITOKPOBBI UMEIOT ITOBBITIIEHHYIO IIPOHUIIAEMOCTh 1 BOCITPH-
MMYMBOCTh K MHMeKImMsIM. HemocTaTouHast KMCIOTHOCTB
KEJTyZIOUHOM Cpebl M BBICOKasl TPOHWIIAEMOCTh KHIICU-
HOM CTEHKH OIIPENEeIISTIOT CHIDKCHHYIO COTIPOTUBIISIEMOCTD
HOBOPOXXIEHHBIX K BO30OYIUTESIM MHMEKITNI 1 TOKCHHAM,
TTOTIABIIIMM C IO ¥ TTUTHEM.

HemoctatouHOCTh (harormTosa 1 CUCTeMbI KOMIUIEMEH-
Ta 00YCJIOBIMBAET CKJIOHHOCTD K 00J1ee TSIXKEI0MY TEUEHUIO
MHMEKIWIA 1 Pa3BUTHIO OCTOXHEHUN Y HOBOPOXICHHBIX
nereil. UHTepdepoH — Oenok, obJagarouivii MpoTUBO-
BUPYCHBIM CBOMCTBOM. Y HOBOPOXIEHHBIX CIOCOOHOCTH
BbIpabaThiBaTb MHTEP(MEPOH CHUXEHA, 3TO OINpenessieT
OCJTabJICHHYIO CTETIeHb 3alllUThI HOBOPOXIECHHBIX IeTeit
OT BUPYCHBIX MH(DeK1IHi1. OCOOEHHOCThIO KJIETOYHOTO M-
MYHUTETa HOBOPOXICHHBIX NETCH SIBIISIETCS CHYDKCHHAs
KWIJIepHast akTUBHOCTb T-1uMbOo1UTOoB [12].

[yMopanbHbIt UMMYHHBII OTBET OCYLIECTBIISIETCS UEPE3
SKUIKWE Cpelbl OPraHW3Ma — KpPOBb, UMY, MEXKKIIETOU-
HYIO XXUMJIKOCTb. Y HOBOpOXAEeHHOro pedeHka IgM B kpo-
BU OOHApyXXWBAIOTCSI B OYCHb HM3KWX KOHIICHTPAITUSIX
(3TU aHTUTENA HE POXOMAAT Yepe3 TUIALEHTY, CTOCOOHOCTD
K X CHHTE3Y ¥ HOBOPOXKICHHBIX CHIDKEHA). YPOBCHD aHTH-

Tel1 Kimacca G y HOBOPOXKIIEHHBIX COOTBETCTBYET MaTePHH-
CKOMY, TaK KaK 3T UMMYHOTJIOOYJIMHBI IIPOHUKAIOT Yepe3
miateHTy. TakuM o0pa3oM, obecIieunBaeTcs Tepeaada Ty-
MOPaJTbHOTO MMMYHUTETA OT MaTepy K TUTO/TY.

DbdeKTUBHOCTD IEPBUYHON MPOGMUIAKTUKY MOBbIIIA-
€TCsI, €CM YYUTHIBaTh OCOOEHHOCTH MMMYHHOTO CTaryca
W MIMMYHHBIX PEaKIMiA B HEOHATAILHOM TIEPHOINE Y IeTeit
C OTSITOIICHHBIM  TI0 QJUTEPTUM  CEMEWHBIM ~aHaMHE30M.
Cpenu (akTopoB pucka (OPMUPOBAaHUS AJIEPTUU Y Je-
Teii OCHOBHBIM TIPM3HACTCS] HACJICACTBEHHAS TPEapacIIo-
JloxxeHHOCTh [13, 14]. JlaHHbIe KMccienoBaHUi MO3BAISIIOT
TPOTHO3WPOBATh Pa3BUTHE TTUIIEBOM AJUTEPTUN TIPU OTSITO-
IIIEHHOM aJUTeproaHaMHe3e Y POACTBEHHUKOB TTEpBOIA CTe-
TIEHU PONCTBA. YYEHBIMU BBISIBIICH T€HETUYECKU OOYCIIOB-
JISHHBIN Mapkep nuineBoit amuteprun — HLA-B16. Puck
110 (DOPMUPOBAHUIO TIUIIIECBON AIEPTMH TIPU OTATOIICH-
HOM TI0 aJUTepTUY aHAMHE3¢ OTHOTO U3 POIUTENIei coCTaB-
nsteT 25%, nByx — 1o 40—60%, HO U3BECTHBI CITydau, KOrIa
y pomMTesiell ¢ OTATOICHHBIM aHAMHE30M POXIATUCH 310~
POBBIC IETH, W B TO K€ BpeMsT aJlieprisl oTMedeHa B 1—6%
CJTyJaeB y JIeTel, He MIMEIOIINX OTSITOIIIEHHOM 1O aJUIeprun
HacjiencTBeHHoCTH [15].

B peaymzanu  HacIenCTBEHHOW TTPEIpacIoOXeHHO-
CTH 0COOYIO POJTb B aHTCHATATEHOM TIEPHOJIE UTPAET BBICO-
KU YypOBeHb aHTUTEHHOW HATpy3KW Ha ITUIOMN, CBSI3aHHBIN
C TTATOJIOTUYECKUM TeYCHWEM OEepeMEHHOCTH W POJIOB,
C HapyIlIeHUeM TIMTaHWsI MaTepy BO BpeMsl OepeMEeHHOCTH,
HepaIlMoHAIbHBIM TIPUEMOM METUKAMEHTO3HBIX TIperna-
patoB (HampuMep, HU3KOMOJICKY/ISIPHBIX TeIIapuHOB, HO-
LLITBI, MaraBepyuHa, Ato¢acToHa), BO3IeHCTBUEM Tpodec-
CHOHAIBHBIX BPETHOCTEH, OTHOCTOPOHHUM YIJIEBOIHBIM
MMATaHWEM, 3JIOYTTOTPEOICHUEM TTPOMYKTaMU, SIBIISTIOIIN-
MMCSI OOJTUTAaTHBIMU aJiyiepreHamu [16].

B mocTHaTaIbHOM  TIepHMoe KOJMMYECTBO (haKTOPOB,
TTPOBOIMPYIONINX TIOSIBICHUE —aJJICPTUU, BO3pacTaeT.
K HUM OTHOCAT HecoOMIONeHUE XKEHIIMHOW TUIoaiep-
TeHHOU M 3JIMMUHAIIMOHHOM IWETHI B ITIEPHOLIE JIaKTAIIVH;
KypeHUe; To3IHee MPUKIIaabiBaHUE K TPYIU; UCKYCCTBEH-
HOe BCKapMJIMBaHUE, a TAKXE paHHee BBEJCHUE MPUKOP-
Ma WU POAYKTOB, HE COOTBETCTBYIOIIMX BO3PAcTy pe-
oenka [17]. Kpome Toro, HemajnoBaxkHOe 3HaYeHE UMEIOT
JacThle BUPYCHBIC, IMapa3suTapHble MHGEKIMA U HATMIWE
0YaroB XpOHWYECKOM MHbeKIMY. YacThlif KOHTAKT ¢ MH-
KpoOaMy OKpYXKAoIIeil Cpembl MOXET NMPUBECTU K W3-
MEHEHUI0 MMMYHHBIX MEXaHW3MOB, UTO B CBOIO Ouepenb
MpYBEAET K MOBBIIeHUIO YpoBHS IgE 1 BEI30BeT hopmu-
poBaHue atonuu [18].

Bonbiioe 3HaueHWE B Pa3BUTUM THUINEBOM aJUTepTUAN
y IeTeli IMEIOT OpraHndeckasi M (pyHKITMOHATbHAS TIaTOJI0-
TWsI PA3TMIHBIX OPTAHOB U CUCTEM XKEJTYTOYHO-KUIIIEYHOTO
TpakTa, (epMeHTOINaTus (JaKkTa3Hasi HeIOCTaTOYHOCTD),
paccTpoiicTBa MUKpoOUoLieHo3a KulueuyHrka [19]. Bos-
HHKAOIINe TIPY 3TOM HapyIIeHHs BHI3BIBAIOT ITOBPEXKIEC-
HUSI TIMILEBAPUTEILHOTO Oapbepa CIM3UCTOM O00O0JIOUKHU
KETyTOYHO-KUIIIEYHOTO ~ TPakKTa, YTO COMPOBOXIACTCS
YMEHBIIICHUEM TIPOIYKIIMM ceKpeTopHoro IgA u Bemer
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K TIOBBIIIICHHOMY HaKOTUTCHUIO TUCTAMIHA, KWHIHOB, TIPO-
TUBOBOCITAJTUTEILHBIX IIMTOKWHOB. DT TTPOIIECCHI TTPUBO-
IAT K YBETMICHUIO TIPOHUIIAEMOCTH CITU3UCTOM 000IOUKA
IUTST AIEPTEHOB UM WX YCWJICHHOMY BCAChHIBAHMIO, UTO SIB-
JITETCST OMHWM W3 3HAYMMBIX ITYCKOBBIX MEXaHW3MOB CCH-
cubmmzaiuu. @opmupoBaHre MUKPOMIOPH OpraHU3Ma,
B ITEPBYIO O4YepeIb KOXM 1 KAIIIEYHNKA, TTPOMCXOINT C ca-
MOTO POXICHUS peOeHKA, TIPU ITPOXOXKICHUH TI0 POITOBBIM
myTssM. HapyiiieHrie KOJIOHW3AIIMOHHOM pPe3UCTEHTHOCTH
KUIIIEYHUKA, CBSI3aHHOE C UBMEHEHUEM COCTaBa ITOCTOSTH-
HOU MUKPODIIOPHI, CITOCOOCTBYET KOJIOHU3AITNH TTaTOTCH-
HBIX W YCJIOBHO-TIATOTEHHBIX OaKTepHii, HapyIICHUIO OC-
HOBHBIX (DYHKITUI, IIPUBOIUT K (DOPMUPOBAHUIO UCOMO3a
U Kak ciencTBue —rnuineBoit amneprun [20, 21]. PaHHee
TIPUKJIAIbIBAHNEC HOBOPOXICHHOTO KTPYId OKa3bIBaeT
CYIIIECTBEHHOE BIIMsHME Ha (hOPMHMPOBAHUE KHIIECYHOTO
OWoIIeHO3a. YCTaHOBJICHO, YTO NIepUHATAIBHOE U ITOCTHA-
TaJIbHOE Ha3HaYeHME MPOOMOTUIECKOUN (DIIOphI, 0COOCHHO
Lactobacillus rhamnosus, IpUBEJO K CHUXKEHUIO Pa3BUTHUS
aTOTIMYECKOTO JIepMaTHUTa Yy IeTel TPYIITBI prCcKa HaItoJo-
BUHY.

K omHMM W13 OCHOBOITONIAralonyx (HakTopoB, BIUSIO-
IITVX Ha TIOSIBJICHYE aJTEPIMIEeCKUX 3200 IeBaHMIA, OTHOCHUT-
csT XapakTep BCKapMJIMBaHMS HOBOPOXICHHOTO pebeHKa.
AHaJIM3 ITOKa3aJ1, YTO YacTOTa PA3BUTHS AJIEPTHH K OeJTKaM
KOPOBBETO MOJIOKA Y fieTeit coctapmsier 2—3% [22].

Cy1iecTByeT MHOTO TyOJMKAIM O 3aITUTHBIX MeXa-
HU3MaX TPYTHOTO BCKapMJIMBAaHMS. B TpymHOM Mosoke
HAaXOMmATCS JIAKTOTJIOOYJIMHBI, COIEpXKaIle JyKepOTHBIC
AJUIEPTeHBI; OJIUTOCAXaPWJIbI, BBITIONHSIONINE 3aIIUTHYIO
byHKIIMIO, OTHOCSTIMECS K IIPEeOMOTHKAM, KOTOPBIE CITO-
COOCTBYIOT (hOpMUPOBAHUIO MUKpOOMOLIEHO3a [23—25].

BrIsiBiieHMe nmeTeil ¢ TTOBBIICHHBIM PHCKOM Pa3BUTHS
AUIEPTUIECKUX PEaKITNiA ITO3BOJISIET IPOBECTH COOTBETCT-
BYIOIIIYIO TTPOMMITAKTUKY 3aI0JITO JIO POKICHMS peOeHKa.
OrtedecTBEHHBIE U 3apyOeKHBIE MCCCIOBATEN YKA3hIBAIOT
Ha TO, YTO y KEHIINH, CTPANAroIInX aJUIepPrUIecKUMK 00-
JIE3HSIMU, BHYTPUYTPOOHASI CEHCUOWIM3ALUs TUIoAA K -
IIIEBBIM M IPYTM aJlIepreHaM ITPOUCXOIUT yKe B aHTeHa-
TaJTbHOM Tieproze. Yarie Bcero 3To CBSI3aHO ¢ M30BITOUHBIM
yrnorpebiieHreM OepeMeHHOI XXEHIIMHON KOPOBbET0 MO-
JIOKa ¥ BRICOKOAJICPTEHHBIX MTPOIyKTOB [26, 27]. TIpenro-
JlaraeTcsl, YTO aHTUTCH MOXET IMPOHUKHYTH Yepe3 TUIAIleHTY
BOpraHM3M IuTofa Kak B KoMIutekce c IgE-anTuTenamu
MaTepy, TaK W C aMHUOTHUYECKON SKMIKOCTBIO B KHUIIIEU-
HUK 1uiona [28]. ChopMyarMpoBaHbl OCHOBHbIE TTPUHIIUITBI
aHTECHATATLHON TIPOMWIAKTUKY TIUIIEBON aJUIepTUu: pa-
IIMOHATBHOE TTUTAHWE 3MOPOBOM GepeMeHHON KEHIIMHEI;
TUTTOAJIEPTEHHOE TTUTaHNEe OGepeMeHHOM XeHIMHBI, CTpa-
TAOIICH aJUTEPTUICCKOM TaTOJIOTHEH; YITyqIleHre 3KO0JI0-
TMIECKOM 0OCTAHOBKU M CO3IaHUE TUITOATIEPTEHHBIX ObI-
TOBBIX ycJI0BMiA [29—33].

IMocTHatabHAs TIPOGWIAKTHKA 3aKITI0OYaeTCsT B Orpa-
HUYECHUW Y HOBOPOXKIEHHBIX W3IHITHEH MeTUKaMEHTO3-
HOM TepaImiy ¥ paHHETO NCKYCCTBEHHOTO BCKapMJIMBaHMSI,
BENYILIETO K CTUMYJISTiu cuHTe3a IgE B paHHeM mocTHa-

OB30PbI JINTEPATYPbI

TaibHOM Tiepuoje. ColOonaTh AUETY M PEXUM TUTaHUS
HEO0OXOIUMO HE TOJIbKO PEOEHKY, HO U MaTepH, KOPMSIIIIEi
IPYIbIO.

Ha rrepBoM romy XW3HW CEHCUOWIM3UPOBAHHBIC NETH
HYyXXIalOTCS B TPYIHOM BCKapMiMBaHUM. Huskast aHTUTEeH-
Hasl Harpy3ka B COYCTaHUU C IPOTHUBOBOCTIATUTEIILHBIMU
1 IMMYHOMOIYTUPYIOITUMK CBOMCTBAMM TPYIHOTO MOJIO-
Ka CHITKAeT OMAacHOCTh Pa3BUTHUS AJUIEPIUN Y TPYAHBIX Je-
teii [34]. [Ipu HemocTaTKe rpyaHOTO MOJIOKA IOKOPM CJIeTy-
€T OCYILECTBJISITh CMECSIMU Ha OCHOBE TWAPOJIU3ATOB OeJika
NMPO(PUIAKTUYECKOTO WX JIeueOHO-MTPODUIAKTUUECKOTO
Ha3HaYeHUS, YTOOBI TIPSIOTBPATUTD MJTH MAKCUMAITLHO OT-
CPOUYUTH KOHTAKT peOeHKa ¢ OeIKaMKi KOPOBBETO MOJIOKA.
DT IeTH HyXIal0TCs B MHIUBUIYATHBHOM TIOIXOMAE K TOMI-
0opy MpOAYKTOB, OI0J MPUKOPMa U CPOKAM €ro BBee-
Hus [35]. [TpumMeHeHue coeBbIX cMecelt BO3MOXKHO TpU all-
JIEpTUU K GeJIkaM KOPOBBETO MOJIOKA, TaK KaK B X COCTaB
He BXOJIST MOJIOUHBII OJTOK, JTaKTO3a, TIMIOTeH [36].

[[Inpoko W3BECTHO O TUMOAUICPTEHHBIX CBOMCTBAX
KO3bero MoJioka. benkyd Ko3pero MoJioKa OTIMYAIOTCS
OT OEJIKOB KOPOBLETO MOJIOKA 1O (hpaKIIMOHHOMY COCTaBY
W TIO CTPYKTYPHBIM, (U3UKO-XUMUUYECKUM Y UMMYHHBIM
cBoiictBaM. [lporoprmst GeKOB B KO3bEM MOJIOKE TIPH-
ODKeHa K TAKOBOM B 3KEHCKOM MoJIOKe. B cocTaB Ko3bero
MOJIOKA BXOIWT JIM3OIIMM, W3BECTHBI CBOMMH OaKTepH-
LIMIHBIMA CBOMCTBAMM, a TAKKe OMOJIOTMYECKN aKTUBHBIE
HYTPUCHTBI, HYKJICOTHIbI, CBOOOIHBIC aMWHOKWCIIOTHI,
nonvamuusl [37, 38]. Jlerckoe muTaHWe Ha OCHOBE LIEJb-
HOTO KO3bET0 MOJIOKA NCTIONTb3yeTcs B ABCTpay 1 HoBoit
3enannuu B TeyeHue 30 net, B Poccun — 13 et 1 J0CTyNnmHO
B20 ctpaHax Mupa. PaHIOMU3MpPOBaHHbIE KIMHUYECKUE
HCCIIENOBaHMS, TTPOBEEHHBIE C TOMOIIbIO ABOHHOIO Clie-
MOro MeToa, 10Ka3ajiv, YTo 3TO IETCKOe MUTaHUe odecrie-
YUBAJIO TAKOM X POCT M HYTPUTUBHBIN CTAaTyC MJIAJICHIICB,
KaK 1 CBIBOPOTOYHBIE (hOPMYITEI Ha OCHOBE KOPOBBETO MO-
JIOKa WK TpyaHOe MosioKo. EBponieiickoe areHTCTBO 1o 6e3-
OTIACHOCTH TTPOIYKTOB IIMTaHUSI IIPHUIILTO K BEIBOLLY, YTO MO-
JIOUHbIe (hOPMYJIbI Ha OCHOBE LIEJBHOTO KO3bEro MOJIOKA
COOTBETCTBYIOT €BPOIICHCKIM TPeOOBAHUSIM K COCTABY JET-
CcKMX (OpMYJT ¥ YTO OHM OE30TTaCHBI TTPH MCITOJTb30BaHUH
BeTckoM nutaHuu [39]. B oreuecTBeHHOI smMTeparype
OTyOJIMKOBAHBI PE3YyJIBTaThl UCCIICIOBAHNIA, YKA3bIBAIOIIINE
Ha BO3MOXHOCTh TTPUMEHEHMsI alanTUPOBAHHBIX (HOPMYJT
«HaHHU» Ha OCHOBE LIEJILHOTO KO3bEr0 MOJIOKA B MUTAHUU
JIeTell paHHEero Bo3pacTa C ajuieprueil K 6ejikaMm KOpoBbETo
MOJIOKa, a TAKKe NIETei M3 TPYIIITBI prcKa 0 Pa3BUTHIO -
nepruu [40].

Ha rostBieHvIe TTUIIIEBOI alIepTiK OKa3bIBaeT BIMSTHHE
COCTaB M CPOKM BBEIEHUS TIpUKOpMa. BBemeHMe mpuKop-
Ma JEeTIM C MUIICBOM aIeprieil OCYIIECTBIISIETCST C yde-
TOM TIepUoJa, TSKECTU IJIEPrMuecKoro mpouecca, Crek-
Tpa TPUIMHHO-3HAYMMON ceHcubOmmzaruu. [1o maHHBIM
HEKOTOPBIX HMCCIIeoBaTesIed, TTPUKOPM Y IeTeld 13 TPYIIT
pHCKa TI0 Pa3BUTUIO AJIJIEPTUYECKUX 3a00JIeBAaHUI JOKEH
BBOIWUTHLCS TIO3[HEE, YeM Y 3IOpOBBIX nereir. [Ipu aTom
HEOOXOMMMO OCYIIECTBIATh WHIWBUIYAIBHBIN ITOIOO0P
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MpoaykTa. Y eTell Tpynmbl BbICOKOTO pPHUCKAa pa3BUTHE
MPOSIBJICHUI MUILEBON aJUIEPIMK MOXHO TPENOTBPATUTD,
u30erast paHHEro BBEJICHUS B PALIMOH BbICOKOALIEPIeHHbIX
MPOAYKTOB (SIA110, Opexu, pblda U MOPENPOAYKThI, (DPYKTHI
1 OBOILIY SIPKOI OKpacku, mokonan) [41, 42]. [pennoyre-
HUeE CJIefyeT OTAaBaTh MPOAYKTaM C HU3KUM aJlIepreHHbIM
MOTEHLIMATIOM: CBETJILIM COPTaM SIrojl, (PPYyKTOB U OBOLIEH,
TMIMOAIEPTeHHbIM  OE3MIIOTEHOBBIM ~ KalllaM, CBUHMHE,
uHIelKe, Mscy Kponuka [43, 44]. [uerorepanust y neteit,
CTpaJaoInX MMUILEBOI ajuleprueil C MOJMBAJIEHTHON MH-
LIEBOM CEHCUOWIM3AILIMe, COCTOUT W3 TUMOALIEPreHHbIX
PAllMOHOB U3 OIHOTO BUJA MUILIEBBIX MPOIYKTOB — Msica,
OBOIIIEH, 3¢epHOBBIX KYJIBTYp, (pykToB, Macna. ITpomo-
SKUTENTHOCTD YCTPaHCHWS W3 TIMTaHWS TTPOMYKTOB, TIPH-
YUHHO-3HAYMMBIX B Pa3BUTUN AUICPTUM, OIPEHCIIIETCS
YPOBHEM CEHCHOWIM3ALMM K HUM Y OOBIYHO COCTaBJISIET
KopoTkuii nepuon: ot 1 go 3 Hen [45]. T1pu HeBo3MOXKHO-
CTU OMNpeEEIEHNs] TAKOTO MPOAYKTa PEKOMEHI0BAHO MPU-
MEHEHVe poTallMOHHOM nueThl [46]. Ee Ha3zHayaloT, Koraa
HabJoaeTcs ajuieprudeckasi peakiiusi K poayKTy onpese-
JIEHHOM TpYIIIbl, MPU 5TOM BO3MOXHA HENEePeHOCUMOCTb
TPYTUX TIPOIYKTOB, BXOMAIIMX B TY JKe TpyIty. Pesynsrarom
TaKOW MUEThl SIBJSIETCS ONpenesieHue MPUYMHHO-3HAYU-
MOTO TIPOIYKTA, BbI3bIBAIOLLIETO A/UIEPIUYECKYIO PEAKIIUIO.
K omHVM 13 OCHOBHBIX YCJIOBUI POTAIIMOHHOW TUETHI OT-
HOCUTCSI COOJIIOIEHUE CIIEYIOIIMUX TIPABWI: HU OMH TPO-
IIYKT He CJIeyeT YIOTPeOIsITh yallie OMHOIO pasa B YeThIpe
JTHSI U HU OJTMH TIPOAYKT TOTO XK€ CeMelCTBa — yallle OJHOTO
paza BIBa JHSI; pa3pellieHHbIN MPOAYKT XeaaTeJbHO YIo-
TpeOJISITh He Yalle OfHOro pasa BAeHb. OcTaeTcst Majiou-
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ANCKyccusi

le/IH]_ll/Il'[I)I OpraHu3anuy nNoMouIy HEAOHOIECHHBIM J1€TAM B IOCTHEOHATAJIBHOM NEPHOAEC

E.C. Caxaposa, E.C. Kewuwan

Hay4Ho-nccnenoBaTenbCKnii KNMMHNYECKUIA MHCTUTYT neanatpum, Mockea

Principles in the organization of care to premature infants in the postneonatal period

E.S. Sakharova, E.S. Keshishyan

Research Clinical Institute of Pediatrics, Moscow

Ha ocnoBanun aHamm3a 15-yieTHero nepuoaa nesreabHocTd IleHTpa KoppeKuuu pa3sBUTHSI HEAOHOINEHHBIX JeTeil pa3padoTaHbl
Y M3J103KeHbI MPHHIMIBI OPrAHN3ANNH HAOIOEHNS, JIedeHHs1 M A0MIMTAIMM HeJOHOLIEHHbIX JeTeil B MocTHATaIbHOM nepuoje. O0-
CYXKIaeTcs HeoOXOIMMbIil YPOBeHb KBAIMGUKALIMM U MPOGeCCHOHATBLHBIX HABBIKOB BPa4ya, MOTPEOHOCTH B CIENMATHCTAX U Jabo-
paTtopHom ob0ciienosanuu. Ilpeacrasiena cxema HaO/0AeHHS HEJOHOIIEHHOTO pedeHKa B TedeHHe 3 JIeT KM3HH, METOAbI OLEHKH
TICHXOMOTOPHOTO PA3BUTHS U 3I0POBbSI HEJJOHOIEHHOTO Pe0EHKA C YUETOM €ro CKOPPUTMPOBAHHOIO BO3pPACTa.

Karoueesvie crosa: nedonowennoie 6emu, ncuxomomopHoe paseumue, nome@y}omee Habardenue.

Based on the analysis of its 15-year activities, the Center for Development Correction in Premature Infants has developed and laid
down principles in the organization of a follow-up, treatment, and habilitation of premature infants in the postnatal period. The au-
thors discuss a physician’s required qualification and professional skills and needs for specialists and laboratory studies. They present
a scheme for following up a premature baby during 3 years of life and methods for evaluating the psychomotor development and health

of a premature baby with consideration with his/her adjusted age.

Key words: premature infants, psychomotor development, follow-up.

Bnaronapﬂ COBPEMEHHBIM JOCTVDKEHMSIM B HEOHA-
TOJIOTUM B HACTOsIIlee BpeMsl BbIKMBAET BCE 0OJIb-
IlIe HETOHOUIEHHBIX NETe C HU3KOU U SKCTPEMAIbHO
HU3KOIl Maccoii Tipu poxaeHur. OMNBIT TTO0Ka3bIBaeT,
YTO K MOMEHTY BBIITMCKU W3 CTAllMOHApPA 3TU IE€TU TOTO-
BBl K JOMAIITHEMY YXOIy, HO UM TpeOyeTcsl CrelnualbHOe
TeIUaTPUIECKOe HAOTIOIEHUE.

B MupoBoii mpakTuke | B Hallleli CTpaHe co3laHa
Y Pa3BUBAETCS TPEXYPOBHEBASI CUCTEMA OKa3aHUs ITOMO-
I HOBOPOXIEHHBIM M, B YACTHOCTHU, HEITOHOIICHHBIM
nerssM: 1-ii ypoBeHb — (pu3HMOIOTMYECKAsT aganTaius
HOBOPOXACHHOTO; 2-i1 ypOBeHb — HapyllleHWe amanTa-
LIMM CPETHETSIKEJIOM U JIEeTKON cTerneHu; 3-i ypoBEeHb
— TsDKeJIoe HapyllleHuWe amanTtauvu. B Hameir ctpaHe
2-ii ypOBEHb COOTBETCTBYET OTHEJICHUIO MATOJOTMU HO-
BOPOXIEHHBIX WU OTAEJCHUIO BTOPOTO 3Tala BbIXaXXKM-
BaHUS HEJOHOIIEHHBIX JeTeii, 3-i1 ypOBEHb COOTBETCTBY-
€T OTACJICHUSM peaHWMaldy W MHTEHCUBHOU Teparuu.
IIpoxonss mocnenoBaTeNbHO OTAEIEHUS 2-TO U 3-TO
YPOBHSI, HEAOHOIIEHHbIE AETH, JOCTUTIIIME MACChI Teja
2000 1, crtocoOHBbIe yIepKUBaTh TEIJIO U CAMOCTOSITEIbHO
cocaTtb, BBIMTMCBHIBAIOTCS JAOMOI I10J HAOMIONeHUE Bpa-
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ya aMmOyJIaTOPHO-TIOJIMKIMHUYECKON cyk0bl. Te metu,
Y KOTOPBIX COXpaHsSIeTCsl BbIpaXkKeHHasi HEBpOJIOTMYecKast
CUMIITOMATHKa, TIePEeBOISTCS B HEBPOJIOTUYECKUE OT-
nejeHus AeTckux 0oabHUL. OAHAKO B MOCAEIHUE TOMAbI
4yacToTa TMNEPEBOJOB B HEBPOJOTMYECKUE CTALMOHAPHI
CTaHOBUTCSI BCE MEHbIIE B CBSI3U C TEM, YTO HEOOXOIM-
MOg€ JIeYEHHE B OCTPOM IEPUOJIE TUTTOKCUUECKU-UIIEMM -
YeCKOro MOBPEXICHUS ACTU MOJIydyaroT B HEOHATaTbHOM
cTalMoHape.

BwMmecre ¢ TeM HU caMo 3abosieBaHUE, HU OOLIME MPO-
OJieMbl, CBSI3aHHBIE C HEJOHOLIEHHOCTbIO U HE3peJio-
CThIO, Ha 3TOM HeE 3aKaHYMBAIOTCSI, Y TIPOTHO3 Pa3BUTHUSI
pebeHKa, MO-TPEeXHEMY, OCTaeTCsl HEMNpelaCKa3yeMbIM.
B cBSI3M € BBICOKUM PHMCKOM TSIKEJIOTO HEBPOJIOTMYE-
CKOro iepuLINTa, a TAKKe BOBMOXHBIM (DOPMUPOBAaHUEM
XPOHUYECKOI MaTOJIOTUM IbIXaTeJIbHOI CUCTEMBbI peOeH-
Ka 11 o01Ield TearaTpuieckoi CeTu OYeBUIHBIMU SIB-
JISIIOTCSI UMEHHO JIBE€ OCHOBHBIE TTPOOJIEMbl — T1aTOJIOTHS
JIBIXaTeJIbHOM CUCTEMBI M HEBPOJIOTMUECKUE PACCTPONCT-
Ba. Ha aTOM akueHTUpYIOT cBOe BHUMaHHE Y4aCTKOBbBIC
nenuaTpbl, GOPMUPYsT TPUBBIYHBIN CTEPEOTUIT OTHOIIIE-
HUS K HEJJOHOLIEHHOMY peOeHKY KaK K MaJeHbKOMY He-
MOJHOLUEHHOMY CYILIECTBY.

AHalM3 UCTopuii 00JIE3HU TTOKa3all, YTO OJHU Bpayu
YTPUPYIOT 3aMeJJICHUE MPUPOCTa HaBBIKOB M IMOKa3are-
JIeil TICUXOMOTOPHOTO DPa3BUTHUS, ITOCTOSIHHO IIPOBOJS
napajjieJib ¢ IOHOIIEHHBIMUA CBEPCTHUKAMM, a JIpyrue
HENOOLIEHUBAIOT COCTOSIHUE 30pPOBbSl HEIOHOILIEHHbBIX
neteil. DTO MPOUCXOAUT MOTOMY, UTO MOKa elle HET J0-
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Caxaposa E.C., Kewwisn E.C. TIpuHIMTIB OpraHU3aIMK TOMOIIY HEOHONIIEHHBIM JIETSIM B TOCTHEOHATAIEHOM TIEPHO/Ie

CTAaTOYHOTIO OINbITA BeleHUs neTeil (0COOEHHO ¢ HU3KOM
U BKCTPEMaJIbHO HU3KON Maccoil Teia Mpu poXKIEHUM),
UMEIOIIUX TaKue 3a0o0JieBaHMSI, OT KOTOPBIX paHee BCe
HEIOHOIIIEHHBIE MJIAZICHIIbI TOTU0AH.

YT1oObl MpoOCAeAUTb PAa3BUTUE U COCTOSIHUE 310PO-
Bbsl 9TOTO KOHTUHreHTa aeteit, B 90-e roapl XX Beka
MpU OTIEJICHUSIX TIaTOJOTMM HOBOPOXACHHBIX ObLIN
OTKPBITHI TaK Ha3blBaeMble KaOWHETHI KaTamMHe3a, lie-
JIbIO Pa0OThI KOTOPBIX SIBJISIIaCh KOHCTATALMs TIpO0ieM
y OOpaTUBIIMXCS HEeTel, OLIEHKA WX pa3BUTUSL K romy
ku3HU. [Tpuem, Kak rnmpaBuIo, OCYILIECTBIISIICS BpauOM-
HEOHATOJIOTOM OT/IEJIEHUSI BTOPOTO 3Tara BhIXaXKMBaHMUSI
HOBOPOXICHHBIX WJIM MOJIOIBIM CIIELIMAINCTOM-TIe -
TpoM. BO3MOXHOCTH TOIMOJHUTEIBHOTO 00C/IeI0BaHMS
crieuaaucTaMu y3Koro Tpoduisi, MpoBeacHUs 1abo-
paTOpHBIX U (PYHKIIMOHAJNBHBIX MPoO He ObL10. Konu-
YeCcTBO JeTel BCe BpeMsl YBEJIMYMBAJIOCh — POIMUTENH,
CTAJIKUBASICh C TPYAHOCTSIMU BBbIXaXXWBaHUSI HEIOHO-
LIEHHBIX, CTPEMUJIMCh COXPAHUTD CBSI3b C HEOHATOJIOTa-
MU. DTO MMPUBEJIO K TOMY, UYTO KaOMHEThl KaTaMHe3a Tie-
pecTaiu CIpaBIsIThCSI C HATPY3KOW U BBITIOJHSITH CBOIO
¢yHkuuo. TeM He MeHee 3a ToAbl HX CYLIECTBOBAHMS
ObLT HAKOILJICH KOJIOCCAIbHBIN OIBIT HAOJIIOAEHUSI, ITPO-
BeleHa OoJiblliasi paboTa Mo cMucTeMaTU3aluy MOJTyYeH-
HBIX 3HAHUM.

B pesynbraTe KIMHUYECKUX HAOIIOACHUIN U HAyYHBIX
KCCIIeIOBaHUI CTAJIO SICHO, YTO ITOCJIE TOr0, KaK HEJIOHO-
LLIEHHBIE IETH MOATOTOBJIEHBI K IOMAIITHEMY YXO/Y, Y HUX
COXpaHSIeTCs MHOXKECTBO MPo0JieM, KOTOpbIEe He ncue3a-
IOT HU K 42-11 HeJese TecTallui, HU BIIOCJICACTBUU, CO-
XpaHsisi CBOE BIMSIHUE MPAKTUYECKU Ha BCIO KU3Hb.

B niepBble aBa roga XKU3HU y HEJOHOILIEHHBIX ACTei
MOTYT Ha0JIIOIaThCS CJIEAYIOIINE U3MEHEHUS CO CTOPOHbI
OpraHoOB U CUCTEM:

. Hapyuenust HHC;

. HapylIeHUsT HeIfpOCEHCOPHOTrO arnrapara (peTH-
HOMAaTHsl, CHUXKEHUE CITyXa);

*  JbIXaTeJbHbIE PACCTPOMCTBA, CBSI3aHHbBIE C HeE-
3peJIOCThIO JIETOYHOM TKaHU, HE3PEJOCThIO LIEHTPaIbHOM
peryisiliuyi 1 6pOHX0JIETOYHOM TUCTIIa3Uei;

. KapauoriaThu;

. MOCTTUNOKCUYeCcKast HeporiaTusi;

*  IUCHYHKIIMS KeTYI0YHO-KUILIEYHOTO TPaKTa;

. HE3peJIOCTh SHAOKPUHHON perysiliuu;

. HapyueHus1 pocopHO-KaIbLIMEBOIO 0OMEHA;

. CJ1a00CTh MBIIIEYHOTO KapKaca M 0OCOOEHHOCTHU
HEPBHO-MBILLIEYHOM PETYJISILINY;

. HU3KHUE TToKazaTesn (U3NIeCKOro pa3BUTHSI.

B aToT mepuon Hepeako BO3HUKAET HEOOXOIMMOCTb
npoBeneHus nuddepeHIIMaJbHOTO IUarHo3a C reHeTH-
YEeCKMMU CUHAPOMaMH.

Ha tperbem romy Xu3HU TUMWYHBI CJAEAYIOLINE OCO-
OEHHOCTH:

. MO3IHee CTAHOBJIEHVE aKTUBHOM peuM;

. 0COOCHHOCTH pa3BUTUSI KOMMYHUKATUBHOCTH;

. MpoOIEeMbI YCUTYMBOCTU U BOCTIPUSITHS;

*  TPYIHOCTHM Pa3BUTHUS ACCOIMATUBHOTO U JIOTH-
YEeCKOTO MBIIIIICHUST;

*  CJIOXHOCTHM (DOPMUPOBAHUS MEITKON MOTOPUKH;

*  TIPOTOAMCCOMHWSI;

*  HU3KWE ToKa3aTes (GPU3UIECKOTO PA3BUTHS.

C yKazaHHBIMU TIPOOIEeMaMH NETH TOTamaloT B ITO-
JUKIMHUYECKYIO CETh IO HAOJIONAEHNE YYACTKOBBIX
Bpadeid, KOTOPhIe YacTO TPAKTYIOT COCTOSTHUE HETOHO-
IIEHHBIX JeTeil 0e3 yyera ocobeHHOCTel X pu3noso-
ruu. [ToMUMO TOTO, CYIIeCTBYIOIIEE B HACTOSIIEE BPeMsI
paszmepbHOE HaOTIONeHWEe 3a TAKUMM IETHhMH TTeIraTpa-
MH U CTICIIUAIICTAMH Y3KOTO TPOodWIsT (HEBPOJIOTaMH,
odTasbEMOIOTaMU, TaCTPOIHTEpOJIoTaMu, HedpooraMu
W T.1I.) CONPSDKEHO C TIOCTAHOBKOM MTPOTUBOPESYUBBIX TH-
arHo30B M Ha3HaueHWEM OOWIIMS TIperapaToB, MHOTIA
AHTarOHUCTUYECKOTO ICCTBHS.

Takum 06pa3om, TTPY UMEIOIIEHCST OTPOMHOI HATrpy3-
Ke METCKUM ITOJIMKIIMHUKAM TOCTaTOYHO TPYIHO PEIlaTh
Y3KOCITEITMATU3UPOBAHHBIE BOITPOCHI IO BEICHHUIO HEMO-
HOIICHHBIX JIeTeil, 0COOEHHO ¢ HU3KOM UM 3KCTPEeMaJIbHO
HU3KOI Maccoil IpU pOXIECHUM.

Bce BBITIEM3IOKEHHOE SBUJIOCH  MPEAITOCHITKON
st co3nanust B 1997 . LleHTpa KOppeKUMU pa3BUTHS
HeloHOLIeHHbIX gAeTeir Ha 6aze MHUU nemmarpuu
W JETCKOMN XUPYPTUuu. AHAIU3UPYs 15-I€THUI OMBIT, MbI
npeajaraeM pa3paboTaHHBIM HaMM BapMaHT HaOJIoIe-
HUS 3a JCTbMU. YCJIOBHO, B COOTBETCTBUU C Ha3BaHUEM
nomoOHbIX oTAeneHuil «follow up» Ha 3anane, Mbl OoTpe-
JENTATN 3Ty CTPYKTYPY KakK OTAeNICHUE <«IIOCIICAYIOIIeTo
HabmomeHus», uin LIeHTp KOppeKUUKW pa3BUTHS HEIO-
HOIICHHBIX JIeTeH B TPOTUBOBEC KaOWMHETAM WIIH OTIEIe-
HUSM KaTaMHe3a, CO3JaHHbBIM IIPU CTallMOHapax BTOPOTO
aTana BbIXaXXMBaHUSI HeAOHOIIEHHBIX [1, 2]. OcHOBHOE
OTJIMYME MBI BUAWM B OCYIIECCTBICHUM TTOCTaBICHHBIX
3amad.

3aayaMu «IOCIeAyoUIero HaboAeHUsT» SIBJISIOTCS:

— OIIEHKa TICUXOMOTOPHOTO Pa3BUTHUS W JMHAMU-
YECKUI KOHTPOJIb COCTOSTHUST 30POBbsI HEMOHOIIIEHHBIX
JeTeld B TeUeHUE TIEPBBIX 3 JIET XKU3HU;

— muddepeHIanus TUarHOCTUKY Y HETOHOIIEH -
HBIX JeTell OpraHWYeCcKOM MaTOJOTMH U (bYHKIIMOHAb-
HBIX PaCCTPOICTB;

— KOpPPEKIWS BBIABICHHBIX OTKIOHEHWH, JieueHUE
M 00OCJIeIOBaHWE C YYETOM OCOOEHHOCTE CO3peBaHMS
HEPBHOM CHCTEMBI.

LleHTp cocTouT U3 aMOyJIaTOPHO-KOHCYJIETAaTUBHOTO
OTJEJICHUsI, THEBHOTO CTallOHApa, CTallMoHapa KPyrjio-
cyToyHoTo TpedbBanus. [IpemycMoTpeHa BO3MOXKHOCTD
TVCTAaHIITMOHHOTO 3a0YHOTO KOHCYJBTUPOBAHUS, B TOM
YHCIIe 0 CHCTEME TeJIEMETUITMHBI.

B Hacrosiiiiee  Bpemsl 1101 HaOMIOACHUEM B IIEHTpPE
HaxogsiTcst O0osiee 2000 HETOHOIIEHHBIX HETeil, U3 HUX
420 nereit, poxneHHbIX ¢ Maccoil Tema 1000—1500 r
110 mereit ¢ maccoit ipu poxnenuu meHee 1000 r, u3 HUX
40 neTeil, poXXIeHHBIX ¢ Maccoii Testa 460—640 1.

OCHOBOI1 TIEHTpA «ITOCIEIYIONIETO HAOTIONCHUSI» SIB-
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JisgeTcsl aMOyJIaTOPHOE 3BEHO, KOTOPOE COCTOMT U3 KOH-
CYJIBTaTUBHBIX KAOMHETOB M CTAaIlIOHapa JHEBHOTO TIpe-
ObIBaHUSI. DTO TIO3BOJISIET HEAOHOIIEHHOMY pPEOCHKY
OOITBIITYIO YaCTh BpEMEHU HAXOMUTHCS B TICUXOJIOTHYECKI
KOMGOPTHBIX TOMAITHUX YCIOBUSX, TIpeAOIpenesseT
BO3MOXHOCTh paHHEW BBIITUCKU W3 CTAIlMOHAPOB BTO-
poro artana, o0ecrneyrBaeT BbICOKYIO MPEEMCTBEHHOCTh
CIEeLIMAIMCTOB TpeTbero atana. s neteit U3 yaaaeHHbIX
OT LIEHTpa PETMOHOB, a TaKXe /ISl MPOBEACHUS CIOXHBIX
MUATHOCTUYECKUX M JICUCOHBIX CXeM DPa3BEPHYT CTall-
OHap KpYyIJIOCYTOYHOIO MpeObiBaHus. B amMOynaropHo-
KOHCYJBTaTUBHOE OTAEJICHNE IPUHUMAIOTCS HEIOHO-
IIEHHbIE NIeTU T0 00palaeMOCTU U IO HANPaBJIEHUIO
JIeyeOHbIX yupexaeHuit MockBbl, MOCKOBCKO# 001acTH
" npyrux pernoHos Poccun.

Merononoruueckass pabora 1IEHTpa OCHOBaHa
Ha pe3yJibTaTax HayIHBIX WCCIIEIOBAaHMM, MPOBOIUMBIX
B MHUMU nenuatpun v neTcKoit Xupypruu. 3a rofsl cy-
LIECTBOBAHMUSI LIEHTPA U3YYeHbl OCOOEHHOCTH MPUPOCTA
HaBBIKOB IICHXOMOTOPHOTO Pa3BUTHUS HETOHOIIEHHBIX
JleTeil B 3aBUCUMOCTU OT FeCTAllMOHHOTO BO3PacTa; 0CO-
OCHHOCTU CTAHOBJICHUS MBIIIIEYHOTO TOHYCca W TUHA-
MUKU 0€3yClOBHBIX pedIEKCOB B 3aBUCMMOCTU OT re-
CTAllMOHHOTO BO3pacTa; KPUTEPUU OLIEHKU CIIyXOBOW
(byHKIIMU; KpUTEPUU CO3pEBAHUS HEPBHOM CHCTEMBI
1o JaHHbIM D3OI U KOrepeHTHOro aHaiu3a; OCOOEH-
HOCTH (DOPMUPOBAHUS OMORTCKTUIECKOW aKTUBHOCTHU
cepiIia; TPUHIIAIIBI BeleHUs NeTeil ¢ OpPOHXOJIETOUHOMN
MUCITIa3uell; KPUTEPUM ITUArHOCTUKYU ¥ HAOIIOICHUS
TIPU «ITOCTTUTIOKCUIECKON HehpoITaTun»; ITPUHITUTIBI
BeICHWS JHeTeil, POXICHHBIX C 3KCTPEMaJbHO HU3KOM
Maccoii Tesia; peabuanuTalus 1eTeil ¢ BHyTPUKETYI0UKO-
BBIMU KPOBOM3IMSHUSIMH, & TAKXE TTOCTIC OTIepaIiiy BeH-
TPUKYJIOTIEPUTOHNATLHOTO ITYHTUPOBAHUS; TIPOBOIUTCS
OTIepaTUBHOE U KOHCEPBATUBHOE JIeUCHUE PETUHOIATHH;
00JIbIIIOE BHUMAHUE YAENSIeTCs pa3paboTKe MCUXOJIOTU-
YECKHUX OCHOB PaOOTHI C CEMbSIMU TIAITUEHTOB.

Hayunple pabOTHI TOKa3bIBAIOT, YTO MPU KOHCYTBTH-
pPOBaHMM 3apaHee TPYAHO OMPEAETUTb MUCXOJ MCUXOMO-
TOPHOTO Pa3BUTHUSI HENOHOUIEHHOTO pebeHKa — ryOruHa
nopaxenuss HHC craHoBuTCsl 60siee MOHSITHON B MPO-
recce HaOmoaeHusl. C oIHON CTOPOHBI, CTENEHb He3pe-
JIOCTH 1 9KCTpeMabHBIC (haKTOPHI TIPU POKICHUN OTPH-
1IaTeJIbHO CKa3bIBAIOTCST Ha Pa3BUTUM MaJIbIIIA, C IPYTOi
CTOPOHBI, B KaXIOM KOHKDETHOM Cjyyae HeOoOXOOUM
WHIVUBUAYATBHBIA POTHO3, TTOCKOJIBKY HMHIUBHIYaTbHEI
pe3epBHbIE MIACTUYECKHE BOZMOXHOCTU MO3Ta.

HayuyHo-MmeTtonnueckue pa3pabOTKM COTPYIHUKOB
IIEHTpPa ITOMOTAOT OTBETUTHh Ha IIPAKTUUYECKUE BOIPO-
ChI: KTO, TJIe U KaK OYyJIeT OCYLIECTBISTh OKa3aH1e MOMO-
I HETOHOIIICHHBIM IETSIM B IIOCTHATAJILHOM IIePUOIE
VX XU3HU.

1. KTo U3 cneuuaiucToB J0/KeH HAO0II0aTh HEJO0HO-
HIEHHOrO pedenKa?

B otneneHusix «mocienyoiiero HabaoaeHUS» JOJIK-
HBI paboTaTh BEHICOKOOOPA30BaHHBIEC CITCIIUATUCTHI C IIH-

ANCKyccusi

POKHMM KPYTOM YMEHWI M 3HAHWII B HEOHATOJIOTUHM, TIe-
NUATPUU, HEBPOJOTUU, TAaCTPOIHTEPOJIOTUU, T€HETUKH,
HYTPUIIMOJIOTUM, BaklMHOMpoduaakTruke. Kpome Toro,
HEOOXOIMMbI CIELUATMCTHI Y3KOTO Mpoduisi, KOTOpbIe
XOPOILO 3HAIOT OCOOEHHOCTU CO3PEBAHUS HETOHOIIEH-
HBIX JIeTel, 3TO — HEBPOJIOL, KApAUOJIOT, Bpay (hyHKIIU-
OHAJIbHOW TMarHOCTUKU, O(TATbMOJIOT.

IIpaBo Ha oKOHYaTeJbHOE pELIEHWE B IIOCTAHOBKE
JIMarHo3a, BbIOOpE ONTUMAIbHOMN CXEMBbI JICUEHMSI JOJIXK-
HO MPUHAAJIEXKATh OJHOMY OCHOBHOMY JieUallleMy Bpauvy.
B uHOM cilyyae MHOTOYMCIIEHHBIE Pa3HOOOpa3HbIe Ha-
3HAYEHUsI KOHCYJIBTAHTOB OYIYT UYpE3MEPHOI HArpy3Koii
IIJ1s peOeHKa.

2.Ine Oyner Ha0MOAATHCS HEJIOHOUIEHHBI pPeOeHOK
B IIOCTHATAJBHOM Nepuoae?

BapuaHToB MOXeT OBbITb MHOIO, BbIOOpD 3aBUCUT
OT YCJIOBUI U BO3MOXHOCTEH OKa3aHUsi MEAMLMHCKOM
TMOMOIIY B JIEYeOHOM yUPEKJAEHUM KOHKPETHOTO Topo/a.
JI71s1 pellieHus1 3TOro BOMpOca OYEHb BaXKHO YUYMUTHIBATH
MPEEMCTBEHHOCTh MEXIy CHEUUATMCTAMU OTICJICHUS
BTOPOrO 3Tamna BbIXaXWBaHUsI U JiedeOHO-TIpoduIak-
TUYECKOTO YUPEXKIEHUsI, ¥ B TO Xe BpeMsl TOJDKHA OBITH
BO3MOXHOCTb MCIIOJIb30BAHUSI MaTepUaIbHO-TEXHUYE-
CKOM 0a3bl MEANATPUYECKOTO OTIACIECHMUSI.

Jlyymmit BapuaHT, Korma B MEAUATPUUYECKOM Yupe-
KJAEHUU PACMOJIOXEHbl Ha OMHOU TeppUTOPUM OTIEIIe-
HMS TIEPBOTO ¥ BTOPOTO 3TAIlOB BBIXaXKWBaHUSI HOBOPO-
KAEHHBIX, a Takxe LleHTp nocnenyloiero Haba0AeHUS.
Torma KOHCYABTaHTBl HAXOASITCS B IIArOBOM AOCTYITHOCTU
U K IEPUHUTAIBHOMY LEHTPY, U K aMOYJIaTOpPHO-IOIU-
KIMHUYECKUM OTACJICHUSIM, U K cTarimoHapy. Ecim Takux
YCJIOBUIA HET, XeJlaTeJIbHO, XOTsl Obl OJIM3KOE pacrioso-
XeHUE OTHEJICHUSI BTOPOTO 3Talla BBIXAXXWBAHUS U Tie-
NIUATPUYECKOTO OTAEIEHHUSI, YTO MO3BOJUT PALMOHAILHO
HUCTOJb30BaTh PabOTy OKYJIMCTa, HEBPOJIOTAa W IPYTUX
CMELMATUCTOB KOHCYJIBTATUBHOTO OTACJIEHMUSI.

Ecau HU oHO U3 OTHEIeHWIT BTOPOTO 3Tana BbIXaxXu-
BaHUsI HOBOPOXIEHHBIX B TOPOJIE HE COMPSIKEHO C IeT-
CKOM OOJIbHULIEH, TO B 3TOM CJTydae MOKHO OpraHMU30BaTh
LIEHTP «I1OCJeaYIOlIero HaboaeHus» Ha 6a3e KPYIHOTro
MeIuaTpUIecKoro rocnuTasi, Kyna OyayT HarpaBsiThCs
BCce HenoHolIeHHbIe AeTu. Tak, B SIpocnasie Ha 6a3e me-
PUHATAJIBHOTO LIEHTPA OPraHU30BaHO aMOyIaTOPHO-TIO-
JIMKJIMHUYECKOE OTAeieHue, Ha 0a3e LIeHTPaIbHOM paii-
oHHoil GosbHULIBI (LIPB) oxasbiBaeTcsi craiimoHapHast
nomouib. B Pecniybiuke Komu nepuHaTanbHbIN LIEHTP
u LIPB nHaxonsites pssmom. B Camape Takoit LIEHTP BXOIUT
B COCTaB MHOTonpoMuibHOR JeTCKOW O0JIbHULIbI, KOTO-
pasl pacrnojlaraeT U HeOHaTaIbHbIMU OTAEJIEHUSIMU BTO-
POro U TPETHETO YPOBHSI.

IMon HaGMoAEHUE HAIIEro LEHTpa <«IOCenyloule-
ro HaOjofeHUs» OepyTcsl BCe «IpPOOJEeMHbIe» NETU
1Mo 00palllaeMOCTH W HaMNpaBJICHUIO U3 OTACJEHUI TBYX
9TarnoB BbIXaXKMBaHUSI HOBOPOXAEHHbIX. ZKejlaTesbHO,
4yTOOBI MEPBBII OCMOTP MPOXOAWI yepe3 1 Mmec mocie
BBIMUCKU pebeHKa. B 3aBUCHMMOCTU OT mepeHeceHHOI
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MMaTOJIOTUM BLIOMpPAETCSl CXxeMa M KpaTHOCTb HabJiofe-
HUS — B cpeHeM | pa3 B MecsIIl, a TaKxKe HEOOXOTUMBIiA
KOMILIEKC ITMHAMUYECKOro oOC/eqoBaHUs B TeUYeHHUE
BCETO TMEPBOTO roja XHW3HU pebeHKa C IMPUBIICYCHU-
eM CITeIIMaJIMCTOB: HEeBpOIMAaTojiora, Kapawojora, od-
TaJbMOJIOTa, CypAOJiora, MyJIbMOHOJOTA, MPU HEOOXO-
JIUMOCTH, TeHeTHMKa, Hedposora, MMMYHOJIOTa H T. .
ITo pa3paboTaHHOM HaMM METOOUKE HOKa3aHbl Hau-
boyiee 1eaecooOpa3Hble, HMEMOIINE MaKCUMAaJIbHYIO
JTHATHOCTUYECKYIO ILEHHOCTb CPOKM OCMOTPOB HeTeit
CMeUauCTaMy | MPOBeIeHUsT (YHKUIMOHAJIbHBIX 00-
clIemoBaHMiT — HelpocoHorpaduu, 3HIehamorpabum,
SXoKapauorpaduu, yabTpa3ByKOBBIX HCCIEIOBAHUIA CY-
CTaBOB, Cepjlla, BHYTPEHHUX OPTraHOB M T.I. Bbicokas
KPaTHOCTb 0OCIIeIOBAaHUIA TO3BOJISCT CIICIUTH 3a CO3pe-
BaHMEM HEeOHOLIEHHOTO pebeHKa M Ha pAaHHUX CTaIUSIX
BBISIBJISITH MMATOJIOTUIO (CM. Tabnuy) [1-3].

3. Kak oueHuTh pa3BuTHE HEOHOIEHHOTO PedeHKa?

OLIEHKY COMAaTHYECKOTO0 COCTOSTHUSI, HEPBHO-TICH-
XMYECKOTO ¥ MOTOPHOTO pa3BUTUSA HEJTOHOILIEHHOTO
pebeHKa HeoOXOAMMO TPOBOAUTL Ha OCHOBAaHMU CKOP-
pUTMpPOBaHHOTO Bo3pacTta. CKOPPUTMPOBAHHBIN BO3PACT
— 9TO pa3HMIIA (GaKTUIECKOTO BO3pacTa XKM3HU pedeHKa
U HepocTtawux 10 37 Hen recraiuu. [Ipocroe cooTHO-
IIEHNE TToKa3aTeNIei pa3BUTUS C JaHHBIMU, XapaKTePHbI-
MM 11 JOHOIIEHHBIX CBEPCTHUKOB, HEPEIKO MPUBOAUT
K OIIMOOYHOM TUarHOCTUKE 3aep>KKU TICMXOMOTOPHOTO
pPa3BUTHUS W HEpALIMOHATBHOMY Ha3HAYEHUIO CIeIAaIb-
HOW Tepanuu.

4. Kak oueHHTb COCTOSIHME HeIOHOLIEHHOTO pedeHKa?

CaMBbIM CJIOXHBIM BOIIPOCOM PAIIMOHAJIBHOTO Be-
JIEHWS HETOHOIIEHHBIX HETEi SIBIISIETCS BOIPOC OICH-
KW UX COCTOSIHMS, T.€. OIpenejeHue KPUTepHeB HOPMBI
M TTaToJIOrnu. be3ycIOBHBIM KpUTEPUEM 3I0POBbS SIBIISI-

Tabnuya. Cxema nabmonenus 1 00C/IeI0BAHNS HEJIOHOUIEHHOTO PedeHKa

O6cnenoBaHue

Mecsi Xu3Hu

8§ 9 10 11 12 13 14 15 16 17 18

061t OCMOTp (aHTPOIIOME- + + + + + +
TpUs, COMAaTUYECKUI CTATyC,
KOPPEKIIUS MUTAHUS)

O11eHKa ICUXOMOTOPHOTO + + + + + +
pa3BUTUS

O1ieHKa HEBPOJIOTUIECKOTO + + + + + +
craTtyca

Ol1ieHKa OPTONEeINYECKOTO F oF ¥ o T F
cratyca

OcMOTp OKyIuCTa + + + + +
HeiipocoHorpadust

DexTpo3HILedarorpaMma
DekTpokapauorpadus + +
Dxokapauorpabusi

XO0ITepPOBCKOE MOHUTOPHUPO-
BaHHUE

Y3U Taz00e1peHHBIX CYyCTaBOB +

V3U BUIOYKOBOI XKeJie3bl
(TMmyca)

Y3U OpIolIHOI MOJI0CTH 1 +
10 ()

OroakycTUyecKass SMUCCHUS +

CTBOJIOBBIE BbI3BAHHBIE MO~
TCHIIMAJIbI

KomrbioTepHast aynnomMeTpust
KnuHuyeckuii aHan3 KpoBU + F +
KinvHuyeckuii aHajanu3 MOYM

buoxumuyeckuit aHaIu3 KpoO-
BU 1 MOYUH, HMMyHHbIﬁ cTaryc

+ + 4+ o+ o+ o+ o+ o+ o+ o+ o+

+ + + + + o+ o+ o+ o+ o+ o+

+ +

,Z[anee 110 NMMOKa3aHUuAM

Hasee mo mokazaHusaM (mpu HadHadyeHUH Maccaxa u JIDK)

,Z[a.nee 110 NMMOKa3aHUAM

Jlanee 1o rmoxka3aHusIM

Jlaniee 1o roxka3aHusIM

[laﬂee 110 IOKa3aHUuAM

B canyyae usmenennii OAD u runokcudeckux rnopaxenusx LITHC

ITpu cHukeHuu rmokasareseiit OAD

+

ITo nokazaHusiMm

Ilpumeuanue. Y3N — yasrpasBykoBoe uccienoBanue; OAD — oroakyctrueckas amuccus; JIOK — neyeGHast puskyasrypa.

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEANATPUN, 1, 2014

43




€TCsI TTOCTYITaTeIbHOE TIPHOOpETeHNE HaBBIKOB TTICUXOMO-
TOPHOTO Pa3BUTHSI TIO0 BCEM JIMHUSIM Pa3BUTHSI B COOTHO-
IIICHUY C BO3PACTOM.

OcHOBHasI uzest B BBIOOPE METOIa TECTUPOBAHUS 3a-
KJTIOYAeTCsT B TOM, YTO Pa3BUTHE KaxKIIOTO peOeHKA TOJIK-
HO OIICHWBAThCS 110 OHOU U TOH Xe IIKaJie, Toraa OymeT
3aMeTeH MPUPOCT (YHKIIWMA, APYTUMH CIOBaMU, HE0O-
XOIMMa ONHOTHUITHOCTh HMCCIIeMOBaHWA. BBIOOp IIKasl
ompeessieTcs] MPUBEPKEHHOCTHIO Bpada, HO B KaXKIIOM
IIEHTPe OHA JOJDKHA OBITh CMWHOM IS BCEX CIeIralv-
ctoB. Kak rmokasanu ucciaeqoBaHus, MpOBeIcHHbIC B Ha-
IIeM IIEHTpe, OIIEHKAa Pa3BUTHsI pebeHKa IO Pa3IMIHbIM
IITKajIaM ¢ YY4eTOM JIMHUI pa3BUTHS JaeT IPUMEPHO Ol -
HaKOBBIE pe3yabraThl. Ha pricyHKe TIpeaicTaBiIeH mpuMep
OIICHKM Pa3BUTHS KOHKPETHOTO pebeHKa, POIUBIIETOCS
¢ maccoit tena 800 r Ha 28-i1 Henese rectaiuu. OLeHKa
YPOBHST HAJIWYUs HaBBIKA TPOBOIUTCS TIOCE TECTHPO-
BaHMS Pa3MeIbHO IT0 KAXKIOUW TUHUM PAa3BUTHS U, TAKIM
obpasom, onpenensiercs: KoabduuureHT pa3sutus (KP).

KP=BP/XP, rne BP — Bo3pact pa3Butusi pebeHKa
IT0 BBIOpaHHOM 1mKaie; XP — XpoHOJIOTHIecKuii BO3pacT
pebeHKa, KOTOPBIN MOXKET OBITh (DaKTMUECKUM WIIH CKOP-
PUTHPOBAHHEIM. Pa3BUTHE HEIOHOIICHHOTO pebeHKa
11e1eCO00pa3HO OIIEHWBATh C YYETOM WMEHHO CKOPpH-
TMPOBAaHHOTO Bo3pacTa. HopMoil pa3BUTHS cUMTaeTCS
rokasaresb, paBHbIil wiu 6osee 75. OlieHKa MO pa3HbIM
JIMHUSM DPa3BUTHUST TTO3BOJISIET BBISIBUTH JMCCOITAAIINAIO
pPa3BUTHS W Ha OCHOBAaHWM 3TOTO OIPEHCITUTH BO3MOXK-
HYI0 IpUYUHY Hapyienus [1, 2, 4].

5. KakoBbl CpoOKM OCMOTPOB, KPATHOCTb M JIJIUTEb-
HOCTb HAOJII0IEHUsI HEIOHOIIEHHOTO pedeHKa?

LenecoodpasHo HaYMHATBL HaOIIOAECHME 32 PEOCHKOM
TIPUMEPHO 4Yepe3 1 Mec IMociie BBITTUCKKM W3 OTICICHUS
BTOPOTO 3Talla BBIXaXXWBAHWs, 3aTeM KOHCYJIBTUPOBAThH
1 pa3 B MecsIT Ha TIEPBOM TOIy XW3HM, 1 pa3 B TpUMECTpP
Ha BTOPOM TOIYy XW3HM, | pa3 B ITOJYToAMe Ha TPETheM
TOIy XU3HU.

6. Kakue npuHIUNbI Ie4eHUs HeIOHOLIEHHOTO pedeHKa?

Jleyenue pebGeHKa HEOOXOAMMO MPOBOAUTL WCXOMIs
W3 €T0 COCTOSTHUSI W TIOKa3aTeliell pa3BUTHS, a He U3 Ts-
KECTH HEOHATATBHOTO TIepHofa W MepeHECCHHON TepH-
HaTaJIbHOU MmaToornd. [1py OMMHAKOBO TSDKEJIOM Havdalie
VICXOIBI Pa3BUTHUST HEMOHOIIIEHHBIX IETeil MOTYT OBITH pa3-
JIMYHBIMU, YTO OTIpEIeNsIeTCs, TIPeXae BCEero, KOMITCHCa-
TOPHBIMU BO3MOXKHOCTSIMUA OpTaHU3Ma 1 Ka9eCTBOM OKa3a-
HUST METUITMHCKOM TTOMOIIN. B KaxkmoM WHINBUIYaTBHOM
cllyJae TeUYeHWe TIeprola amamnTaliii HOBOPOXICHHOTO
1 OTATOIIIEHUE aKyIIepPCKOTO aHaMHe3a MaTepy He oTpe/e-
JITIOT VICXOJI Pa3BUTHST HEOHOIIIEHHOTO PeOeHKa.

Hai 15-netHuit onbIT paboThl MOKAa3bIBAET, YTO Ca-
MBIM CJIOKHBIM SIBJIIETCS pa3paboTKa CTaHIapTOB HAOJTIO-
neHus. HeoGxommmo crienath Tak, YToObI HEIOHOIIICHHBIC
IETH HEeOOOCHOBAHHO He TMOABEPTaIUCh STPOTCHHBIM
BO3ICCTBUSIM, TaKUM 0O0pa3oM, HEOOXOOUM HayIHBIN
TTOIIXOM K BEJCHUIO 9TUX CJIOXHBIX MTAIIMEHTOB.

Kpome Toro, 3aposnrue rombl paboThl Mbl yOeau-

ANCKYycCcusi

MOTOPHKA

12
1
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Pucynox. Ouenka qmraMuki ICHXOMOTOPHOTO PA3BHTHS HA CKOP-
purupoBannblii Bo3pacT no mkaie KAT-KJIAMC (a) n mxkaie
Ipuddmrc (6).
[1o ocu abcumce — hakTuueckuii Bo3pact (B Mec); 1o OCH OpAMHAT
— CKOpPPUTMPOBAHHBI BO3PACT (B MeC).
JIUCh, YTO HAOJIOJEHWE 32 HEJOHOIIEHHbIMU JETbMU
HE JIOJDKHO OTPaHUYMBATbCS TPEXJIETHUM BO3PACTOM
(HauboJiee pacrpocTpaHEHHBI TIepUoJ HAOJIOICHMS),
TaK Kak U B IaJbHENIIEM BO3HMKAaeT MHOIo BOMPO-
COB: TOTOBBIJIM JE€TU K OOYYEHUIO B ILIKOJIE, KaKy HUX
NMpoiAeT MyOepTaTHbIA IMepruoa U OyayT WHTErpupoBa-
Hbl B oOuiecTBo. [lpakTuKa MoKa3blBaeT, YTO MalMeHThI
0e3 IBUTaTeJIbHbIX HapyIIeHWI W YMCTBEHHOW OTCTa-
JIOCTH K 3 rofiaM BXOASIT B IpyMIy HOPMaJIbHOTO MCXOIa
pa3Butus. OgHaKo K 6—8-1eTHeMy Bo3pacTy ToIbKo 50%
HEJIOHONIEHHBbIX JEeTei NeMOHCTPUPYIOT CPelHUE MOKa-
3aTeNI MHTEJUICKTYaIbHOTO pa3BuThs, v 20% oTMevaroT-
Csl MPU3HAKKU 3HAYUTEJIbHOM 3alePXKKU, YTO CTAHOBUTCS
0COOEHHO 3aMETHBIM B Ipollecce O0yYeHUsI B MaCCOBOIA
mkoJyie. OQHAKO JETH C MOTPAaHUYHBIMU YMCTBEHHBIMU
CIMOCOOHOCTSIMU MPU CYILIECTBYIOLIENH CUCTEME OCTalOTCS
BHE I0JI51 3peHUsI CIELIMAIMCTOB U HE MOJYYaloT KOPpU-
rupylouiero JjedeHusi. JIpyrumu cioBaMM, HEOOXOOUM
OoJiee IUTUTENIbHBIN CPOK HAOJIOfEHUsT Ha MPOTSIKEHUU
BCEro rnepuoa 1eTcTBa.

TakuM o0Opa3om, mpejjaraeMasi CUCTeMa OpraHu3za-
LIMK paboOThl COOTBETCTBYET COBPEMEHHOW KOHILEMIUU
pa3BUTUS 3APaBOOXpPAHEHMS] U MEAULMHCKOW HayKu
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B Poccuiickoit ®Denmepaliii 1 COCTOUT B OIIpeNeICHIN
IyTeil Tiepexona 3ApaBOOXpaHEHUsI K KaYeCTBEHHO HO-
BOMY YPOBHIO, TIEpEHECCHUH aKIIEHTa C JICYSHUS Ha TTPo-
(bmrakTHKy, CO CTalIMOHApHON ITOMOIIM — Ha amOyIra-
TOPHO-TIOTMKINHIIECKOE 3BEHO.

MBI HazmeeMcst, 9TO HAIII OTTBIT ITO pa3paboTKe U BHEIpe-
HUIO HayYHO-000CHOBAaHHOW CHUCTEMBI CTIeIINATN3NPOBAH-
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OPUITNHAJIbHBIE CTATbU NEPUHATOJIOIrNS " HEOHATOJ10Insi

CpaBHMTE/ILHDIN AHAJIU3 CJIYXO0BOI (DYHKIMH eTeil, POXKIEHHBIX OT OJHOILIOAHOM
1 MHOTOILIOHOM OepeMeHHOCTH

H.B. Paxmanosa, U.H. /lvskonosa, JI.I. Cuuunasa, C.H). Jlebedesa

Poccuickuii HaumMoHanbHbIN NCCnenoBaTenbCkUin MeaNUMHCKNA yHBepcuTeT um. H.U. Muporosa, Mockea

Comparative analysis of auditory function in children born from singleton or multiple
pregnancies

LV. Rakhmanova, I.N. Dyakonova, L.G. Sichinava, S.Yu. Lebedeva

N.I. Pirogov Russian National Research Medical University, Moscow

IpeacrajieHbl JaHHbIE CPABHUTEIBHOIO AHAIM3A PE3Y/ILTATOB MCCJIEIOBAHMS CJIYXOBOH (DYHKIMM Yy HOBODOXKIEHHDBIX, POIAMBIIMXCSH
OT MHOTOILTOTHOIi ¥ OTHOILTOHOM OepeMeHHOCTH. J[aeTcs OleHKA Pe3yJITATOB MPOXOK/IEHNS TeCTA BbI3BAHHOI OTOAKYCTHYECKOi 3MIC-
CHH B COOTBETCTBHH CO CPOKaMu rectauuu. [IpuBeieHbI 3Ha4€HNsI AMILTMTY/] OTBETOB HA YeThIPEX OCHOBHBIX YACTOTAX M PE3Y.ILTATHI MOLLI-
HOCTH OTBETA NPH CPABHEHUH IPYIIN JI€Tei, POKIEHHbIX 0T MHOTOILIOIHOI U OJTHOILIOHOI OepeMEHHOCTH. YCTAHOBJIEHO, YTO MHOTOILIOJ -
Hast 0ePEMEHHOCTD He BJIMSIET HA CJIyXOBYIO (DYHKIMIO HEJOHOLIEHHBIX eTeil, OIHAKO CO3PEBAHME CIIYXOBOT0 AHATM3ATOPA Y JOHOUIEHHBIX
JeTeil U3 JBOWHU MOKeET 3a1a31bIBATh 0 CPABHEHHUIO C IOHOLICHHBIMU HOBOPOXKIIEHHBIMH OT O/IHOILIOHOi OepeMEeHHOCTH.

Knrouegvie crosa: demu, HeOOHOUIEHHOCHb, MHO20NA00HAS OEPeMEeHHOCHb, 0OHONAOOHAsL GePeMEHHOCMb, CAYX08as PYHKUUS, BbI36AH-
Has OMOAaKyCcmu4ecKkas SMUcCcus.

The article presents the data of a comparative analysis of the results of studying the auditory function of neonatal infants born from
multiple or singleton pregnancies. It assesses the outcomes of evoked otoacoustic emission test according to gestational ages, aver-
aged response amplitudes at four fundamental frequencies, and response powers in the babies born from multiple or singleton preg-
nancy. Multiple pregnancy was not found to affect the auditory function of premature infants; however, auditory analyzer maturation

may be delayed in full-term twin infants versus babies born from singleton pregnancy.

Key words: infants, prematurity, multiple pregnancy, singleton pregnancy, auditory function evoked otoacoustic emission.

BBnny ITUPOKOTO BHEAPEHUSI B IMIPAKTUKY BCIIOMOTa-
TEJIBHBIX PEITPONYKTUBHBIX TEXHOJIOTHII BO3pOCia
4yacToTa MHOTOIUIOAHON OepemeHHocTU [1, 2]. AHanu3
TMAHHBIX JIMTEPATYPhl OTHOCUTENHHO KOJMYECTBEHHBIX
Pa3TMYMIA TTaTOJIOTUIECKUX COCTOSTHUW TTPY OMHOILION-
HOW W MHOTOIUTOMHON OGEpeMEHHOCTH CBUIETEIBCTBYET
0 TOM, YTO YaCcTOTa BPOXICHHBIX TIOPOKOB IIPU OITHO-
IJIOMHOM 6epeMeHHOCTH cocTaBiseT 1,47%, a mpu MHO-
rommonun — 2,17%; nepuHaTaibHas 3a00J1€BacMOCTh
Y CMEPTHOCTb TIPW MHOTOTUTOMHOM 6EPeMEHHOCTH B pa3-
BUTBHIX CTpaHaX B S5 pa3 BHIIIE; MPU OMHOIUIOAHON Oe-
PEMEHHOCTM KOJMYECTBO AETEN C HU3KOM Maccoil tena
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(<2500 1) Tpum poxaeHuu coctaBisieT 5—12%, B TO Xe
BpeMsI TIpM MHOTOIUTONWU TaKWE JETH POXKIAIOTCS
B 50% cnyyaeB, Takke B 10 pa3 4alie poxkaaioTcs ABOMHU
¢ 3KCTpeMaJIbHO HU3KOM Maccoit Teja (<1500 r) [3—6].

HecMorpst Ha Gojibllioe KOJIMYECTBO CTaTeid, B KO-
TOPBIX TAeTCs CpPaBHUTENBbHAsl OIIEHKA COMaTUYEeCKO-
TO COCTOSTHUSI NeTei, POXICHHBIX OT MHOTOILIOTHOM
W OJHOILJIONHOM OepeMEHHOCTH, IMyOJUKalWi, TaroIInX
CPaBHUTEIBHYIO XapaKTePUCTUKY CIYXOBOH (DYHKITNY Ta-
KUX IeTeil, B IMTepaType HeT. B CBSI3M ¢ BhIlIecKa3aHHBIM
CTAaHOBUTCS AaKTYaJIbHBIM TIPOBEICHUE WCCIICIOBAHUS
10 aHAJIM3Y COCTOSTHWS CIIyXOBOTO aHajM3aTopa y JeTeit
OT OJTHOTUTOIHOM ¥ MHOTOIUTOMHOW O€peMEHHOCTH.

Lenbio HacTosiiel paboThl SIBUIACh CPaBHUTEIbHAS
OIlcHKA CJIYXOBOW (DYHKIIMM TIPW TIEPBUYHOM ayIqrOJIO-
TMYECKOM OOCIIEIOBAHUM JETEH C Pa3TUIHBIMU CPOKAMU
recTaluy, POXICHHBIX OT OJHOTUIOMHON M MHOTOIUIOJ-
HOI 6epeMEeHHOCTH.

XAPAKTEPUCTUKA JTIETEI 1 METO/bI
NCCJIENOBAHNA

ITpu nepByHOM 00C/IEIOBAaHUM CIIyXOBON (PyHK-
MU ObUIM OTOOpaHbl 125 neTeit, poXIEHHBIX OT OIHO-
IJIOMHOM GepeMeHHOCTH, — Tpymmna A u 196 mereii, po-
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Paxmanosa U.B. u coasm. CpaBHUTEBHBIIT aHATN3 CTYXOBOM (DYHKIIMH JeTel, POXIEHHBIX OT ONHOTIIONHOI 1 MHOTOIUTONHOM OepeMEHHOCTH

>KAEHHBIX OT MHOTOIUIOAHON OepeMeHHOCTU (JBOMHU),
— rpymma b. B rpymnre A uz 125 nereit 94 (75%) ponu-
JIUCh HEIOHONIeHHBIMU. B rpynme b HemoHomIeHHBIMU
pomunuch 152 (78 %) pebeHka. Mbl MCKITIOUMIIA U3 00erX
TPYIIIT IeTel, POKICHHBIX OT POIUTEIICH, UMEIOIINX BPO-
KAEHHYIO TYTOYXOCTb WJIM DJIYXOTY, W JE€Teil, Y KOTOPbIX
JIUarHocTupoBaiuch Tskenble nopaxeHust LIHC u pogo-
BBIC TPABMEI.

OO6e rpyrnbl 00C/IeI0BaHHBIX JI€TEeii B COOTBETCTBUU
C BO3pacTOM TecTaluuu ObUIM pasiesieHbl Ha 4 MOArpym-
mel. B moarpymmet Al 1 B1 Bommmm 27 (22%) w39 (20%)
JleTell COOTBETCTBEHHO CO CPOKOM rectaiuu <31Hen.
IMoarpymnmy A2 cocraBuiu 34 (27%) pebeHka, B MOMI-
rpyrity B2 Bornu 68 (35%) meteii, poguBImmxcs ¢ 32-i
no 34-10 Henenio rectaiuu. B moarpynnel A3 u B3 6butu
BKJTFOUEHBI COOTBETCTBEHHO 33 (26%) n 45 (23%) nmeteit
€O cpoKOM Tectauuu 35—36 Hen, moarpymmsl A4 u b4 co-
craswm 31 (25%) n 44 (22%) nOHOIIEHHBIX peOEHKA.

Cpoku NpoBeAeHUs MEPBUYHOIO ayAUOJOTHUYECKOTO
o0cieoBaHus €Tel, COracHO TpeOOBaHUSIM MEAULIUH-
CKOW TEXHOJIOTUU, PErJaMeHTUPOBAINCH TeCTallMOH-
HbIM Bo3pacToM pebenka [7]. Tak, netu moarpynsl Al
o0cnenoBanuch B 2—2,5 Mec XU3HU, MOATrPyIIbl A2 —
B 1—1,5 Mec xkxu3Hu, roarpyrnmnbl A3 — B 2—3 Hel KU3HU,
noarpynmsl A4 — B iepBble 5—7 aHe# Xu3Hu. B cBs3u
C TeM UTO JETU OT MHOTOILJIONHO 6€peMEHHOCTH POXIA-
10TCSl, Kak MpaBuiio, B 0oJiee TSKEIOM COCTOSIHUM U MO-
IYT JUTMTEIPHO HAXOOUTHCS B OTACICHUW DPEaHWMAIIVU
Y MTHTCHCUBHOU Teparuu, o0cieioBaHue aeteil rpymisl b
MPOBOIUIIOCH B 00Jiee MO3IHUE CPOKU KU3HU, & UMEHHO:
netu noarpynmsl b1 o6cnenoBanuch B 2,5—3 Mec XU3HU,
noarpynmsl b2 — B 1,5—2 mMec xu3uu, noarpynnsl b3 —
B 3—4 Hen xu3Hu. detu noarpymnnsl b4 obcnenoBanuch
B T€ JX€ CPOKH, UTO U IETH TIOATPYIIITH A4, T.€. B TIepBbIe
5—7 nHeH XU3HU.

Perucrpamus ciyxoBoii (hyHKIIUM ITyTeM BBI3BAaHHOM
OTOAKYCTUYECKON 3MUCCUU Ha YaCTOTE MPOJIYKTa UCKa-
xenust (ITMOAD) mpoBoaunacy Ha anmnapare ECLIPS
dupmbl «Interacoustics» (Janust). Meton umeer ciieayro-
1K€ MPeuMYILECTBa: MPOCTOTa (HE TPeOYeT MUIUTEIbHOM
U CTeMAJIbHOM TIOATOTOBKM OOJIbHOTO); ObICTpoTa (3a-
HuMaet oT 2—10 MUH); HEeMHBa3UBHOCTh 0OCJIEIOBAHNS;
00BEKTUBHOCTb (ITPOBOJAMUTCSI B COCTOSIHUU (PU3HOJIO-
TMYECKOro cHa 0e3 aKkTUBHOTO yyacTusl MalMeHTa U UC-

MTOJTb30BaHUST KaKWX-JIMOO CETaTUBHBIX ITPEIapaToB).
Merton SIBISIETCSI BBICOKOYYBCTBUTELHBIM (HE PETUCTPH-
pyeTcs TPy TTOBBIIIIEHUH TTOPOTOB CJIBIIITUMOCTH MTOPSIIKA
25—-30 nb) u obnamaer yacTOTHO-crieUMGUIECKON HH-
dopmarueit (TTO3BOJISET OIICHUTH OTBETHI OT PA3TUIHBIX
YacTeil yJIUTKH).

Aynuosiornyeckoe o0cieoBaHue NOHOIIEHHBIX Oe-
Tell OCYIIECTBISUIOCH B POMMJIBHOM oTnesieHnu LleHTpa
TUITAHUPOBAHUS CEMbU U PEMPOAYKLIUM U B [OPOACKOI
KirHn4Yeckoi 6onbHule Ne 8. HemoHoleHHbIe 1eTH 00-
CJIeIOBAJIMCh Ha BTOPOM 3Tare BBIXaXXWBAHUS B OTHENC-
HUSIX MaTOJOTUU HOBOPOXIEHHBIX TTPU TOPOICKUX KITU-
Huyeckux oonpHUIAaX Ne 8, Nel3 u npu UsmaitnoBckoi
NIETCKOM TOPONCKOWM KIMHWYECKON OosbHule. JlersM,
He TPOIIeIIINM ayIUOJOTUIECKUI TECT WM KOTOPBIM
€ro He MPOBOIMJIN B CBSA3U C TSKECTHIO COMATHUYECKOTO
COCTOSTHMSI, 00CJICIOBAaHUE CITYXOBOM (DYHKIIUM BBITTOJN-
HSUTH TTOCJTE BBITTMCKY M3 CTallMOHApa B KaOWMHETE ayaro-
METPUU KOHCYIBTaTUBHO-IUAaTHOCTUYECKOTO IIEHTpa
Mopo30BCKOIi AETCKOI TOPOACKON KIMHUYECKON 0O0JIb-
HULBL.

s aHanu3a MoJydeHHbIX pe3yasratoB (Tabu. 1) uc-
noJib3oBajach nporpamMma PASW Statistics18, a uMeHHO
cratuctuueckuit T-xpurepuii Bunkokcona (Wilcoxon).
HanHble Tabn. 2 oOpabaThIBAJIMCH C IMTOMOILIBIO CTaTH-
CTUYECKOTo KpuTepws ¥* BTporpamme Statistica 6.0.
JJTsI cTaTUCTUIECKOM 00pabOTKY OCTATbHBIX TaHHBIX MC-
noJib3oBajach rporpamma Microsoft Exele 2003.

[Ipu aHaM3e MOTYYeHHBIX PE3yTBTATOB YUUTHIBAJICS
caM (haKT TIPOXOXIECHMS TeCTa, a IMPU MPOXOKICHUN Te-
CTa OLIEHUBAJIMCH MOIITHOCTh aKyCTUIECKOTO OTBETa, T10-
KazaTeJ aMIUTUTYIBI OTBETa Ha KaXKIOW TPeabsIBICHHON
JacToTe, ONpenesiach JOMUHAHTHAS YacToTa.

PE3VJIBTATBI 1 OBCYXK/JEHUE

CpenHue mokaszaTed Macchl Tejla MPU POXACHUU
U OLIEHKA MO 1iKajne Anrap Ha 1-i u 5-ii MUHyTax Xus-
HM geteit Tpynn A (n=196) u b (n=125) B 3aBUCMMOCTH
OT CpOKa recralMu npeacrabieHsl B 1ab. 1. Kak BugHo,
CpaBHEHHME 3TUX MOKa3aTesiell He BBISIBUIIO TOCTOBEPHBIX
pazanyuii MeXIy rpynrnamu, 4To CBUIETENbCTBYET 00 O/1-
HOPOIHOCTH JIByX 00CeNyeMbIX TPYTI.

B 1abs1. 2 npuBeaeHbl pe3yJbTaThl MPOXOXKIEHUS Te-

Tabauya 1. Macca Tena 1 OLeHKa 1o MIKajie AIrap NpH poxKAeHNH Y AeTeii ¢ pa3JInyHbIM CPOKOM IreCTAMH, POKICHHBIX OT OJHOILION-

HOii (rpyrma A) 1 MHOTOILTOAHOI (rpyrmma B) GepemennocTn

TToka3zaresnnb HEI[OHOHIGHHLIC JETU I[OHOIHCHHI)IC JCTH
rpynmna A rpynmna b rpymnmna A rpynna b

Yucno nereit 94 152 31 44

CpenHue 3HaYEHUSI MAcChI Teia, T 1543+93,6 1718,64+91,3 3170+110 2567+104

O1neHKa mo 1kajae Anrap, 6auibl

Ha 1-ii MUHYTE XU3HU 5,7£0,3 5,910,3 7,6%0,2 7,5%0,2

Ha 5-i1 MUHYTE XU3HU 6.4%0,3 6,8+0,3 8+0,2 7,910,2
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Tabauya 2. Pe3ynsraTs nepBIdHOro 00C/IeI0BAHMS CYXO0BOi (DYHKIH ITyTeM BbI3BAHHOI 0TOAKYCTHYECKOH SMICCHH HA YACTOTE NPo-

nykra uckaxenus (IIMOAD) y neteii nByx rpymmn (B %)

Ionrpynmna OTcyTcTBUE OTBETa Ha 00a yxa Tect npoiineH Ha OAHO yXO Tect npoiineH Ha oba yxa
Al 44 28 28
b1 49 26 25
A2 24 36 40
b2 28 26 46
A3 27 30 43
b3 28 31 41
A4 18 30 52
b4 21 42 37

CTa BBI3BAHHOM OTOAKYCTUYECKOW SMHMCCHM Ha 9acTOTe
MPOAYKTa WCKaXCHUS TP MEPBUIHOM ayTrOJIOTHYIe-
ckoM obOciienoBaHuu aeteit. [Ipu aHanM3e yeTKo mpocJe-
SKUBAETCSI 3aBUCIMOCTD PE3YJIBTaTOB ITPOXOXKICHMS TECTa
B 00X TpyIIax JeTell OT UX recTalliOHHOTO BO3pacTa.
Tak, B noarpynmnax Al u b1 (<31 Hen recraiuu) HabIO-
JAJIOCh HaWOOJIbIIIee YUCIIO NeTeil ¢ OTCYTCTBUEM OTBETA
Haoba yxa. C yBeJlMYEHMEM TeCTallMOHHOTO BO3pacTa
KOJIMIECTBO JETeH, He MPOIIEANINX TeCT, YMEHBIIATIOCh.
JOCTOBEpHBIX pa3IvUMii MEXIy TpyHIaMu JeTeid, po-
KIIEHHBIX OT MHOTOIUTOMHOW ¥ OMHOIUIOMHOW OepeMeH-
HOCTH, B CJTydasiXx OTCYTCTBHSI OTBETa Ha 00a yxa He BBI-
sBieHo (p>0,05).

OOGpaiiaeT BHUMaHUE pa3uyue B MIPOXOXKIECHUN Te-
cTa Ha 0o0a yxa y TOHOIlIeHHbIX neTeit noarpynn A4 u b4.
ITpu aTom B noarpynmne b4 3apeructpupoBaHo Goibliiee
YUCJIO NeTei ¢ OMHOCTOPOHHUM HapyIIeHUEeM CIIyXOBOM
(bYHKIIMM ¥ COOTBETCTBEHHO CHIDKCHME KOJTMYECTBA JIe-
Telt ¢ pe3yIbTaTaMy IMTPOXOXKACHUS TecTa Ha 00a yxa. DToT
(bakT OTHOCTOPOHHETO HAPYIIEHUS CIYXOBOU (DYHKIIMU
y TOHOIIIEHHBIX JeTell OT MHOTOIUIOMHOW OepeMEeHHOCTH
TIPEIITOJIOKUTEIEHO MOXKET OOBSICHATHCS TTPOOJIEMHBIM
KPOBOCHAOKEHNEM OIHOTO yXa B CBSI3U C IMOJOXCHUEM
TJIONOB, KOPOTKOM IIeeid, CIIOKHOCTIMU TepeMEeIeHUsT
JIBYX TUTOJIOB B TIOJIOCTY MaTKU Ha 00Jjiee TIO3MHMX CPOKax
OepeMEHHOCTH.

ITockombKy OTOaKyCTHUYEKcass SMUCCHS OTpaxkaer
AKTUBHOCTb HAapPyKHBIX BOJIOCKOBBIX KJIETOK BHYTpPEH-
HEro yxa, TO IS OIICHKW WX (YHKIIMOHAIBHOUW aKTUB-
HOCTH B LIEJIOM MCIOJIb30BAJICS TOKa3aTejlb MOIIHOCTU
aKycTuJeckoro oteeta. Ha puc. 1 TmpeacraBieHBl cpen-
HHME 3HAYCHMsSI MOITHOCTH aKyCTUYeCKOTo OTBeTa Y Jie-
Teil OT MHOTOIJIONHOM M OXHOIJIONHON OEepeMEeHHOCTH.
3HayeHUsT MOIIHOCTH OTBETa Y HEMOHOIICHHBIX AeTei
noarpynm Al u A2 (6,9£0,8 u 6,3+0,8 n1b) 66U MeHb-
e 10 CPAaBHEHUIO C MOIITHOCTHIO OTBETAa HEMOHOIIEH-
HbIx geteit moarpynn bl u b2 (9,3+0,5 u 10,4+0,5 nb;
p<0,05). TlonyyeHHbIEe AaHHbIE CBUIETEILCTBYIOT 00 OT-
CYTCTBUM BJIUSHUS (haKTa MHOTOTUTOMUS y HEMOHOIIIECH-
HBIX JeTeil, a 6ojiee BBHICOKAs MOIIHOCTh aKyCTHYECKO-
TO OTBeTa Yy JeTel OT MHOTOIUIOAHOW OepeMEeHHOCTH

MOXeT ObIThb OObsiCHEeHa Oosiee MO3MHUM HUX 00Cieno-
BaHMEM IO CPAaBHCHUIO C IETHMM OT OXHOILIOTHOM Oe-
pemMeHHOCTH. [lpuW cpaBHEHWM 3HAYCHUN MOITHOCTU
otBetra Bmoarpynnax A3 u B3 (poXmeHHble Ha CpoKe
35—36 Hem) NOCTOBEPHBIX Pa3IMUUA BBISBIEHO He OBLIO
(»>0,05). W TonbKo B MOArpYyIlNe MOHOUIEHHBIX OeTei
OT OIHOIUIONHOM GepeMeHHOCTU (A4) MOLIHOCTh OTBETA
IOCTOBEPHO TIPEBHIIIAIa MOIITHOCTh OTBETA Y AeTel IO -
rpynnel b4 (nBoiinu) — 10,8+0,7 u 9,1+0,4 nb cooTBeT-
ctBeHHO (p<0,05). Crnenyer OTMETUTb, UYTO IETEH 3TOTrO
TeCTaIlMOHHOTO BO3pacTa OOCIIEIOBATM B OMHU U TE Xe
cpoku. M3 3THX HaOMIONCHUN MOXHO IPEIIOJIOXHUTH,
YTO TIPU MHOTOTUTOMHON OepeMEHHOCTH Y JOHOIICHHBIX
TeTeid, BEpOSTHO, TIPOUCXOIUT Oojice MO3MHEe CO3peBa-
HUE CIIyXOBOI (DYHKIIMU.

Kaxk n3BecTHO, BBI3BaHHASI OTOAKYCTUYECKAs SMUC-
CUSI HECeT YacTOTHO-CIelnpuIecKylo MHOOpMaIuio,
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Puc. 1. Mommocts akyctuyeckoro otsera (1B) y aeteii ot oamo-
mwioxHoii (OB) n MuoromoaHoit (MbB) 6epemenHocTH.

KOTOpast TTO3BOJISICT OLIEHWBATh COCTOSIHUE OTIEITBHBIX
YYaCTKOB VJIUTKH. B CBSI3W € 3TWIM B IBYX BBIICICHHBIX
TpyIIax ObUTIO TIPOBENECHO CPaBHEHME aMITIUTYI aKyCTH-
YEeCKMX OTBETOB Ha PETHCTPUPYSMBIX YACTOTaX Y JeTeid
Pa3HOTO TECTAlIMOHHOTO BO3pacTa. AHau3y IoIBepra-
JIUCh BEJIMIMHBI 3apETUCTPUPOBAHHBIX aMIUIMTYI Ha Ka-
XIOW TecTUpyeMoi dYactoTe. JlaHHBIE TpeACTaBICHBI
Hapuc. 2. JlocToBepHble pa3iuuus B moarpymnmax Al
u b1 (p<0,05) 6blTM BBISIBIEHBI Ha YacToTax 2, 4, 6 KIiI
(puc. 2, a). bonee BbIcOKas aMILIUTyda OTBETOB 3aperu-
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Puc. 2. AvmiuTyna oTBeTOB BbI3BAHHOI 0TOAKYCTHYECKOI SMUCCHH HA YacToTe NpoaykTa Hekaxkenus (IIMOAD) Ha yeThIpex 9acToTax
y JeTeii pa3IM4HOro reCTalMOHHOrO BO3PACTA, POKIEHHBIX OT oaHOmI0aHo#i (OB) u MHOromI0aH0# OepemennocT (MB).
a — <31 Henm, 6 — 32—34 Hen, B — 35—36 Hen, r — > 37 Hex OepeMEHHOCTH.

CTpUpOBaHa y neTeit u3 rpymnmnsl b, yTo coBnagaer c pe-
3yJIbTaTaMU OLIEHKM MOLTHOCTH aKyCTUYECKOTO OTBETA.

Hcxonst w3 artoro HabioneHusi, CleayeT MoJiararh,
4yTO (PaKT MHOTOIIOAHON OEpEMEHHOCTU HE CKa3bIBAET-
Csl HEraTMBHBIM 00pa3oM Ha HOPMUPOBAHMU CIIYXOBOM
(yHKIMY Y HETOHOIIEHHBIX I€TEi C TECTAIIMOHHOM BO3-
pactoMm <31 Hen. To ke MOXeT ObITh CKa3aHO OTHOCH-
TeJbHO neTtei B moarpynmax A2 u b2, roe nocroBepHbie
paznmuuus (p<0,05) ObUIM 3aperucTpUpoOBaHbI Ha BCEX
yeThIpex yactotax — 1, 2, 4, 6 xIi1 (puc. 2, 6). yaKIM-
OHaJlbHasi aKTUBHOCTb HAPYXHBIX BOJIOCKOBBIX KJIETOK
y IeTeil CO CPOKOM recTaluu 35—36 Hem, Cyas Mo aMITIv-
tyaam DP-rpamm, oguHakosa (p>0,05) B 06erx noarpyr-
nax (A3 u b3), yto BUaHO Ha puc. 2, B. B noarpynnax A4
u b4 (puc. 2, r) Tonbko Ha yactore 2kIi1 ObUIO BbISIBIIE-
HO JIOCTOBEPHOE YBEJIUUYEHUE aMIUIMTYbl OTBETA Y AETEl
oT ogHorutogHoi OepemeHHocTH (p<0,05). IlosyueH-
Hble JTaHHbIE TMO3BOJISIIOT MPEANOIOXUTb, UTO B Clyyae
POXIEHUSI TOHOUIEHHBIX JAETel OT MHOTOIUIOAHOUN Oe-
PEMEHHOCTU UX cyXoBasi (yHKIMSI MOXET HECKOJIbKO
OTCTaBaTh MO CPABHEHMIO C JETbMU OT OJHOIJIOJHOM Oe-
PEMEHHOCTH.

BbIBO/1 bl

1. [lepBuuHOe oOCHEeqOBAHKME CIIYXOBOW (QYHKUIUU
y IeTei ¢ OMMHAKOBBIMM CPOKAMU TeCTAIlN, POIUBIITNX-
Cs OT MHOTOIUIOTHOW W OTHOTUTOMHON OGepeMeHHOCTH,

HE BBISIBUJIO JOCTOBEPHBIX PA3TUIMil B KOJIMIESCTBE AeTei
C OTCYTCTBMEM OTBETa Ha 00a yxa.

2. BBIABIIEHO TIOBBIIIEHE OMHOCTOPOHHUX HapyIIle-
HUI CIyXOBOM (DYHKIIMU Y NTOHOIIEHHBIX NE€Tel OT MHO-
TOITJIOMHOM OGepeMEHHOCTH TI0 CPABHEHUIO C TAKUMU XK€
JIETBMHU OT OHOIIIOTHOM GepeMEHHOCTH.

3. CpenHue 3HauyeHust amruiuTyn otBetoB [THMOAD
W 3HAYCHUST MOIITHOCTH OTBETOB Y HEIOHOIICHHBIX AeTei
OT OJTHOTUTOMHON OepeMEeHHOCTH Ha CpOKax TecTalluu
MeHee 34 Hel TOCTOBEPHO HUXKE, YEM Y JeTeil OT MHOTO-
IJIOTHOM GepeMeHHOCTH, POKIEHHBIX Ha TAKUX Xe CPO-
Kax recTaruu.

4. Ilpu cpokax rectaumu 35—36 Hel IOCTOBEPHBIX
pa3IMUNiA MEXITy CPETHUMU 3HAYCHUSIMU aMITTUTY OT-
BeToB [TMOAD 1 MOIITHOCTH OTBETOB Y AeTell OT MHOTO-
IJIOJHOM W OMHOIUTOMHOW OGepeMEeHHOCTH He oOHapyXke-
HBI.

5. B rpynne aeteit co cpokom rectaiuu 6osiee 37 Hex
MOIITHOCTh aKyCTUYECKOTO OTBETa 1 3HAYCHUS aMITTUTY-
IIBI Ha yacToTe 2KIII JOCTOBEPHO BHIIIIE Y METEH OT OMHO-
TJIOTHOM GepeMEHHOCTH.

Ha ocHOBaHMM TOJTy4eHHBIX BBIBOIOB MOXHO CIe-
JIaTh 3aKJIOYEeHMe, YTO (DaKT MHOTOILIOTHON OepeMeH-
HOCTH B IIEJIOM CYITIECTBEHHBIM 00pa30M He CKa3bIBaeTCs
Ha CJIyXOBO (DYHKIIUM HEMOHOIIIEHHBIX IeTeH, HO MOXET
COTIPOBOXIATHCST HEKOTOPHIM 3aIa3nblBaHUEM CO3peBa-
HUS CITyXOBOW (DYHKIIMM TIPW POXICHWM JETeH CO cpo-
KOM rectaiuu >37 Hep.
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MukpoOunoaorudecKuii MOHUTOPUHT B CHCTeMe HH()EKIMOHHOTO KOHTPOJISI HEOHATAJIBHbBIX

CTAlMOHAPOB

B.B. 3yokos, JI.A. Jlwbacosckas, U.U. Pomuna, T.B. [Ipunymuesuu, A.C. Aukupckas,

B.JI. TromionHuk

Hay4yHbIn LEHTP akyLlepCcTBa, MIMHEKONOrM 1 nepmnHaTonornm um. akag. B.N. Kynakosa, MockBa

Microbiological monitoring of the infectious control system of neonatal hospitals

V.V. Zubkov, L.A. Lyubasovskaya, I.1. Ryumina, T.V. Priputnevich, A.S. Ankirskaya,

V.L. Tyutyunnik

Academician V.l. Kulakov Research Center of Obstetrics, Gynecology and Perinatology, Moscow

Ienb: onpeneauts 3¢ (heKTUBHOCTh MUKPOOHOIOTHYECKOr0O MOHMTOPUHIA CPEI HOBOPOXKIEHHBIX /IeTeil B CHCTeMe Mep Mpohuiak-
THKH WH(EKIMOHHO-BOCTIAMTEIbHBIX 3200/1€BaHHil HA TIPUMepe KOHKPETHOTo cTanuoHapa. IIpoBeeH peTpoCHeKTHBHBIN aHAIN3
PEe3yJIBTATOB MUKPOOHOJIOTHYECKOro 00cieIoBaHusA 952 HOBOPOXKIEHHBIX (HECTEPHIIbHbIE JOKYCHI — KaJl, 3€B), HO30JI0THYECKOM 1
3THOJIOTMYECKOi CTPYKTYPbI HH(EKIMOHHO-BOCTIATUTEIbHBIX 3a00eBannii B 2007 u 2011 r. YcTaHoB/IeHO, YTO MU3MEHEHHE AHTH-
OUOTHKOMOJUTUKY OT/IEJIEHUS 0TPA3HIOCh HA COCTABE MUKPOOHBIX COOOIIECTB, 3aCENAIOMMUX CAUZMCThIE 000J0YKH KeTyT0YHO-KH-
1IEYHOT0 TPAKTA HOBOPOXKAEHHbIX. [T0oKa3aHo, 4TO H3MEHEHHe COCTABA MUKPOOHOI KOJIOHH3AIMH CJAM3UCTBIX 000J109€K OTPaKaeT
M3MEHEHHUS 3THOJIOTHYECKO M HO30JI0THYECKOH CTPYKTYPbI MH()EKIMOHHO-BOCTIATUTEbHBIX 3200/IeBaH/ii HOBOPOXKIEHHBIX. 3a-
KioyeHue. MuKpoOHOI0rHyecKuii MOHUTOPHHT NO3BOJIsIET MOJYYUTh MOJHOLUEHHbIH MUKPOOHDII Neii3aXK OT/Ie/IeHus IPU peryisp-
HOM 06cnenosaﬂun HECTEPUIbHBIX JIOKYCOB, HauOoJee JOCTYIHBIX /1A UCCJI€A0BAHUA U (l)Ole/lpleIlllle CaMbi€ MHOIOYMCJICHHbIE
MHKpOﬁMOTH (KaJI H NoCeB u3 3633). Haﬁmo;[efme 3a Z[l/lHaMl/lKOﬁ KOJIOHU3AllMM HECTEPWIbHBIX JIOKYCOB MO3BOJIAECT Oﬁﬂapy}KﬂTb
TpeIBeCTHUKH BO3MOXKHBIX MACCOBBIX KIMHUYECKUX CJIydaeB HHGEKIMil U MPeT0TBPATUTD HX.

Knrouegwie crosa: Hoopodcdertbie Oemu, UHPEKYUOHHO-80CNAAUMEeNbHble 3A001e8AHUS HOBOPOICOCHHBIX, MUKPOOUOAOUHECKUT MO-
HUMopuHe, ayoum, KOAOHU3AYUs, 20CHUMANbHAS UHODEKYUSL.

Objective: to determine the efficacy of microbiological monitoring in the prevention of neonatal infectious and inflammatory diseases
at a specific hospital. The authors retrospectively analyzed the 2007 and 2011 results of microbiological examination (feces and throat
swabs are nonsterile specimens) and the nosological and etiological patterns of infectious and inflammatory diseases in 952 newborn
infants. Changing an antibiotic policy at the department was found to affect the composition of microbial communities inhabiting the
gastrointestinal mucosa of neonatal infants. The change in the composition of microbial colonization of the mucous membranes was
shown to reflect alterations in the etiological and nosological patterns of neonatal infectious and inflammatory diseases. Conclusion.
Microbiological monitoring may yield an adequate microbial landscape of the department when regularly examining the nonsterile sites
that are the most accessible to examinations and make up the most numerous microbiotas (feces and throat swabs). Monitoring the
dynamics of the colonization of nonsterile sites can identify the forerunners of possible mass clinical cases of infections and prevent them.

Key words: newborn infants, neonatal infectious and inflammatory diseases, microbiological monitoring, auditing, colonization, noso-

comial infection.

I‘ OJIOHU3alursaA HOBOPOXICHHBIX HeTen Pas3IMYHbI-
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(U3MOIIOrMYECKUM MPOLIECCOM, B pe3yJibTaTe KOTOPOTro
¢dopmupyercst HopMaibHasi MUKpodJiopa U MPOUCXOIUT
CTaHOBJICHME 3alIIUTHBIX CBOMCTB opraHu3ma. [1pu omnpe-
NIEJICHHBIX YCJIOBUSIX BO3MOXHA TpPaHCIOKAIMsI MUKPO-
OpraHM3MOB 4Yepe3 eCTECTBEHHbIC 3alllUTHBIE OGapbepbl
¢ (popmupoBaHrEeM 04aroB MHGEKIIMU pa3TIUYHOI JIOKa-
ym3anuu [1, 2]. IIpuunHBI, yCI0BUSI U MEXaHU3MBI 3TOTO
SIBJIEHUSI 00YCJIOBJIEHbI MHOXECTBOM (PaKTOPOB U JIO CHUX
MOP OCTAIOTCSI HEOCTATOYHO U3YYEHHBIMU.
OTHonornyeckasi ¥ HO30J0TUYeCKasi CTPYKTypa MH-
(eKILIMOHHO-BOCTIAJIUTEIbHBIX 3a00JiIeBaHUII HOBOPO-
KIEHHBIX B POJOBCTIOMOTaTEIbHBIX YUPEXKIECHUSX HUME-
€T BHYTPUOOJBLHUYHBIE U PErMOHAIbHbIE OCOOEHHOCTH.
B cBsi3u ¢ BBIIIEU3TOXKEHHBIM OIHOW M3 COCTABJISIONINX
WHGEKIIMOHHOTO KOHTPOJISI JIOJDKHO OBITh JUHAMM-
YecKoe HaOJIoJeHUE 3a U3MEHUYMBOCTBIO «MUKPOOHO-
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ro mneiizaxa» KOHKPETHBIX OTIEJEHUN U CTallMOHAPOB.
Kak 13BecTHO, OTHUM 13 OCHOBHBIX HHCTPYMEHTOB MPO-
(bunakTuku MHGEKIMOHHO-BOCTIATUTENbHbBIX 3a0051€Ba-
HUH SABJISIETCS MUKPOOMOJOTUYECKU I MOHUTOPUHT, TJ1aB-
HbIM O0BEKTOM HCCEN0BaHUSI KOTOPOTO Ha MPOTSIKEHU U
MHOTUX JIET ObUIU MPEAMETbI BHYTPUOOIbHUYHON CPE/bl.
Hauunast ¢ 90-x ronoB mpolIoro CToJieTUsi BHUMaHUE
uccienoBaresieil oopailleHo Ha MalMeHTa Kak Ha OCHOB-
HOI1 ICTOUHUK U pe3epByap MepCcUcTUPYIOLIUX B CTAI[UO-
Hape TOCTTUTAIBHBIX IIITAMMOB MUKPOOPTaHNU3MOB [3—6].

M3yyeHue auib 3TUOJOTUYECKOW CTPYKTYpPbl WH-
(bek1IIMOHHO-BOCTIANIUTENbHBIX ~ 3a00JIeBaHUIl  HE JaeT
MOJHOUEHHON KapTUHBI IS ONpeNeieHUs] BUAOBOTO
Y LITAMMOBOTO Pa3HOOOpa3usl TOCHMUTATbHBIX MMKPO-
OPraHU3MOB, UUPKYJIUPYIOUIUX B OTACJEHUU. [NaBHOM
3a1a4eil MUKPOOMOJIOrMYeCKOr0 MOHUTOPUHTA SIBJISIETCSI
oOHapyXeHUe TPEeIBECTHUKOB BO3MOXHbBIX MAacCOBBIX
KIMHAYECKUX ciydyaeB uHdexuuit. K takum mpensect-
HUKaM OTHOCATCSI MOHOTOHHOCTb IITAMMOBOIO COCTaBa
MUKPOGDIOPbI, KOTOHUZUPYIOIIEH CIU3UCTBIE XKeayaod-
HO-KMIIEYHOTO TpaKTa HOBOPOXACHHbIX, yBEJIWYEHUE
YaCTOThl KOJIOHU3AUWU [I€Tel TOCNUTAIbHBIMUA BapUaH-
TaMM YCJIOBHO-MATOT€HHbIX MUKPOOPTaHU3MOB, yyallle-
HUe c1ydyaeB MHGEKUMH, BbI3BAaHHBIX KAKO-TMO0 OTHOM
IPYNIO MUKPOOPraHU3MOB, U Ip. B 3amauy MuKpoou-
0JIOTMYECKOTO0 MOHUTOPUHIA BXOAUT TAKXKE BBISIBJICHUE
HOBBIX BAPUAHTOB FOCHUTAIbHBIX IIITAMMOB MUKpPOOpra-
HU3MOB 1 HaOJIIOJIEHKE 32 UX U3MEHYMBOCTHIO.

OpHaKo B CUJTy MHOTMX MPUYUH, TAKUX KaK BbICOKAsI
CTOMMOCTb U TPYAOEMKOCTb MUKPOOUOJOTUYECKUX WC-
CJIEIOBAaHUM, HEJOCTATOYHASI OCHALIEHHOCTh OOJIbIIIMH-
CTBa OIOMKETHBIX OaKTEpUOJIOrMYecKux Jaboparopuit,
OTCYTCTBME CTAHJAPTHBIX aJITOPUTMOB 00CJIEJOBAHNUS HO-
BOPOXXJAEHHBIX, OCTAETCsl JUCKYTaOEIbHBIM BOIIPOC O 1ie-
J1IecO0Opa3HOCTU PETYJISIPHOTO MUKPOOUOJIOTUUECKOTO
00ceoBaHusl CIM3UCTBIX 000J0YEK HOBOPOXIEHHBIX,
HaXOJSIIIMXCS HA JICYEHUN B HEOHATAJIbHBIX OTIECICHUSIX
MEPBOTO U BTOPOTO 3TANOB BbIXaXKUBAHUSI.

Hens uccaenoBanusi: onpeneantb 3GHEKTUBHOCTh
MHUKPOOMOJIOTUYECKOTO MOHUTOPUHTA Cpeld HOBOPO-
JKIEHHBIX JeTeil B cucteMe Mep NMpoduiakTuku nHbeK-
LIMOHHO-BOCMAJIUTEbHBIX 3a00JI€BAaHUI  Ha MpUMeEpe
KOHKPETHOTO CTallMoHapa.

MATEPUAJI 1 METO/J1bI UCCIIEJOBAHUA

PerpocniekTuBHO wu3yvyeHbl 952 wucropuu 0o0Jsie3HU
HOBOPOXIEHHBIX [E€TEW C pa3jiMYHOUN IaTOJOrMei, Ha-
XOJIMBIIMXCSl Ha JICUEHUM B OTAEJEHUU I1aTOJOTMM HO-
BOpPOXIIEHHBIX U HEAOHOIIEHHBIX JeTeit B HayuHom
LIEHTpPE aKyllepcTBa, TMHEKOJOTUM U MEPUHATOJIOTUN
uMm. akan. B. . Kynakora B 2007 u 2011 . B 2007 . B oT-
neneHUrW Obla co3JaHa W BHeApeHa CcHucTeMa KJv-
HUYECKOTro ayautra MHGEKIMOHHO-BOCTIATUTEIbHBIX
3a00JieBaHUl HOBOpPOXIEHHbIX. CuHcTeMa BKJIIOYaeT
npoduIaKTUYEeCKUe U CAHUTAPHbIE MEPOTIPUSITUS, BEpU-
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(ukanmio TMarHo30B M ONTUMU3AIINI0 aHTUOMOTUKOTIO-
JINTUKU oTneneHnsl. OTHUM U3 OCHOBHBIX MHIMKATOPOB
OIIeHKY 3(PGHEKTUBHOCTH CHCTEMBI ObLT BBIOpAH MUKPO-
Ouosiornyeckrii MOHUTOPUHT. C 3TO 1e/IbI0 ObLIT MPOBE-
IIeH CPAaBHUTEIBHBIN aHAJIA3 PE3YJIBTaTOB KYJIBTYPAIbHO-
ro MccieloBaHUsl Kajla U Ma3KoB 13 3eBa y aereit B 2007
u 2011 . Mukpobuosiornuecku odcnenoBanbl 540 nereii
B2007 . n412 nereit 82011 . B 2007 r. uH(pEKIIMOHHO-
BOCTIAJINTENTbHBIE 3a00JIeBaHMs (KOHBIOHKTUBUT, PUHMUT,
MMOAEePMUST, OMDaTUT, TTHEBMOHUSI, SHTECPOKOJINT, CEIl-
cuc) muarHocTupoBanbl y 350 meteit (64,8% oT mpoiien-
UX JIedeHue B oTaeneHun), B 2011 . — y 197 (47,8%).
CpaBHMBAJIM TI0Ka3aTeJIM KOJIOHW3AIIUM, YacTOTy CITy-
yaeB MHQEKIIMOHHO-BOCITAJIMTEIBHBIX  3a00JIeBaHUM
1 VX 3TUOJIOTUIECKYIO CTPYKTYDY.

MuKpoOHOTOTMIeCKUIT MOHUTOPUHT B OTIEIICHUH ITPO-
BOIWJIY TIO CJIEAYIONIeH cxeme: pery/sipHo (1 pa3 B Heaielno)
WCCIIeNIOBATM Ma3KW M3 3eBa W KaJl BCEX HeTeld, HaXOIWB-
IMXCS B OTHENCHUA. JIMHAMUYeCKoe MHUKPOOHOIOTHYE-
CKOe HaOJTIONCHIE TTPOIOJIKAIIH IO BHITTMCKY peOeHKA.

[Ipu mogo3peHN Ha pa3BUTHE WHOEKIIMOHHO-BOC-
MMAJTUTETPHOTO 3a00JIeBaHMSI MaTepyal IS KyIbTYpaib-
HOTO WCCJIEIOBaHMS Opayii W3 MPEAIIOIaraeMoro ovara
WHGbEKINY (KpOBb, MOYa, TUKBOP, OTIACIIEMOe KOHBIOH-
KTUBBI, TTyITOYHOW paHKW U T.1.). [TokazaTeab 4acTOTHI
BBIIEJICHNSI MUKPOOPTAHNU3MOB OTIPEICIISITN ITyTeM TTepe-
cuera Ha 100 BBITIOJTHEHHBIX MUKPOOMOIOTMYECKUX aHa-
JIU30B 1aHHOoM Jokanuzauuu. B 2007 . 6b110 KccienoBa-
HO 597 o0pa3loB Kaya, 434 Ma3koB 13 3eBa U 73 poObI
U3 IpejrnosiaraeMbix oyaroB uHdekuuii, 8 2011 . — co-
OTBETCTBEHHO 566, 568 1 170.

IMoceB KIMHWUYECKOTO Marepuaja OCYIIECTBIISLIN
Ha TUTOTHBIC U XWIKWAE HECeJCKTUBHBIC U CEJICKTUBHBIE
MATATeILHBIC CPENbl TTO0 CTAHIAPTHBIM METOAWKaM. Bu-
TOBYIO MICHTU(HUKAITIO BBIIEIEHHBIX YCIIOBHO-TTATOTEH -
HbIX MUKPOOPraHu3MoB npoBoauiv B 2007 I. ¢ HOMOILBIO
ITOJTyaBTOMAaTUIECKOTO OaKTePUOJIOTUIECKOTO aHaIU-
3aTtopa ATB expression («BioMerieux», CIIIA), B 2011 .
— C ITOMOIIBIO0 aBTOMATHYECKOTO GaKTePUOIOTUISCKOTO
aHanuzaTtopa «Vitek2Compact» («BioMerieux», CILA)
W METOIOM  TIPSIMOTO ~ OEJIKOBOTO  MPOGMUINPOBAHUS
C Macc-CIEeKTPOMETPUISCKUM aHAIM30M Ha BPeMSIIPO-
JeTHOM Macc-crniektpomeTpe <«Autoflex IIl» («Bruker
Daltonics», TepmaHus) ¢ mporpaMMHbIM oOecriedueHUueEM
MALDI Biotyper Bepcuu 3.0.

UyBCTBUTEIHLHOCTh K aHTUOMOTHUKAM  OTIPEHCIISITN
nuckoanuddby3MoHHBIM - METOJOM Ha arape MioJuiepa
— XWHTOHA C WCIIOJIb30BAHMEM CTAHIAPTHBIX THUCKOB
(«BioRad Inc.»), aTakxe omnpeneisyii MUHUMAIbHYIO
TTONABJISAIONIYI0 KOHIICHTPAIIMI0 aHTUOMOTHKA C ITOMO-
IIBI0 6AKTEPHOTOTHUECKUX aHATU3aTOPOB.

PE3VJIBTATBI UCCJIIEJOBAHUA

Ilo pe3yabraTaM KYyJbTypaJIbHOI'O UCCIICOOBAHUA CPC-
U MHUKPOOPTaHM3MOB, KOJOHUIUPYIOIIUX CIU3UCTLIC
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3_})6)608 B.B. u coasm. MI/IKpOGI/IOJIOI‘I/I‘IeCKI/Iﬁ MOHUTOPHUHT B CUCTEME I/IH(IICKHI/IOHHOI'O KOHTPOJII HEOHATAJIbHBIX CTAllMOHAPOB

000JI04KM HOBOPOXIEHHBIX, CAMBIMU PACIPOCTPAHEH-
HBIMU TpyNaMyu MUKPOOPTaHU3MOB ObLIIM KOAaryjia3oHe-
ratuBHbIe cTabuI0KOKKU (CoNS), SHTEPOKOKKU U IHTE-
pobakTepuu (puc. 1).
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B Streptococcus agalactiae

W 5. aureus

W Candida spp.
HedepmeHtupyrowe (HDE)

B ZeneHALHE CTREMNTOKOKKM

B 3HTepobakTepHM

B JHTEpPOKOKKKH

B KoarynazoHeraTMEHEIE CTa-
punokokkn (CallS)

W pyrue

Puc. 1. Yactora Boinesiennsi OCHOBHBIX IPYINI MHKPOOPTaHH3MOB
CO CJIM3HCTBIX 000/I0YEK JKeIyJ0YHO-KHIIEYHOTO TPAKTA Y HOBO-
poxaennbix (2007 u 2011 r.).

B 2011 nocpaBHenuto ¢ 2007 r., yactoTa Bbljese-
HUST TPeX OCHOBHBIX TPYIIT MUKPOOPTaHM3MOB CTaTH-
CTUYECKU 3HAYMMO M3MEHMIach. Tak, BBIICIIEHUE SH-
TepobGaKTepuil yBeIUIMIOCh Gojiee 4yeM B 2 pasa (¢ 17%
B2007T. mo39% B2011r; p<0,05). BumoBoii cocraB
sHTepobakTepuii B 2007 . ObUT TpeACTaBIeH B OCHOB-
HoMm Escherichia coli w Klebsiella pneumoniae, B2011 1
— FEscherichia coli, Klebsiella pneumoniae w Enterobacter
cloacae. Bo3pociia yacToTa BbIIEICHUS] SHTEPOOAKTEPUIA
— TIPOMAYIIEHTOB OeTa-JIaKTaMa3 PacIIpPeHHOTO CITEKT-
pa c5 109% (p<0,05). OcHOBHasI MpPUYMHA 3TOTO ObIIa
CBsI3aHa C IMOCTYTUICHUEM U3 IPYTHUX CTAITMOHAPOB HOBO-
POXIEHHBIX, KOJOHU3MPOBAHHBIX MOJUPE3UCTEHTHBIMU
wrtammaMu Klebsiella pneumoniae i Enterobacter cloacae.
YacToTa BBHIIEJICHUS SHTEPOKOKKOB CHU3MJIACh ¢ 42
10 35% (p<0,05), B OCHOBHOM 3a CYET CHVKEHUS JOJIU
Buna Enterococcus faecium c 25 1o 18%.

VBenumumnach yactora BeiaeneHust CoNS ¢ 39 no 48 %.
IIpu 5TOM mMOKa3aTeNb BBIACICHUS METULIMIITUHPE3U-
creHTHbIXx CONS cHuswicsa ¢ 39 1036,6% (p<0,05).

B 2007 r. u3 Bcex MPOTECTUPOBAHHBIX HA YYBCTBUTEJb-
HOCTb K aHTMOMOTHKaM mTamMMoB CoNS abconoTHOe
60abIMHCTBO (97 %) OBIIM METULIMJTMHPE3UCTEHTHBI-
MH, a B 2011 1. 9TM npr3HaKOM obrananu 76 % mraMMoB
CoNS.

[Ipoun3onuio Takke CTaTUCTHUECKHA 3HAYUMOE YBEITH -
YeHWE YaCTOTHI OIPENEIEHHS 30JI0TUCTOTO CTa(PIIOKOK-
Ka (1% 82007 .1 5% B 2011 ). OMHaKO METULIMJIJTUHPE -
3UCTEHTHBIX IITAMMOB CpeTd HUX He 0OHAPYKEHO.

3a nepuoa HabmoaeHus B 3 pa3a (11% B 2007 . v 35%
B2011 ) yBeauMumIach 4acToTa BbIACIEHUS 3€JICHSIILIUX
CTPENTOKOKKOB (OCHOBHbIE BUJbI Streptococcus oralis,
Streptococcus mitis, Streptococcus mutans, Streptococcus
salivarius), KoTopble OOHApyXXMBAJIUCh TOJHKO B 3€BeE.
YauThIBast, 9TO MaHHAS TPYITITa MUKPOOPTaHU3MOB STBJISI-
eTCs TIpencTaBUTe]IeM WHINTEHHONW MUKPOQIIOPHl 3¢Ba,
MBI PACIIEeHUBAJIN 3TO KaK ITOJOXHUTETbHBIE N3MECHEHWS.
YacToTa BBIIETICHUST W3 KajJla W 3¢Ba OeTa-reMOJTUTHYC-
CKOTo CTpenToKoKkKa rpynibl B (Streptococcus agalactiae)
He mipeBbiiana 1% u B 2007 ., uB 2011 . Cpenu mpyrux
MMKPOOPTraHW3MOB OCHOBHOE MecTo B 2007 I. 3aHUMAaIIU
Oaxkrtepuu poaa Bacillus, a B 2011 . — pona Micrococcus.

3a nepuo HabOOeHUST KOHTUHTEHT OOJIbHBIX B OT-
JeJICHUA MEHSJICS B CTOPOHY YBEJTMYCHMS JOJIM HEelo-
HOIICHHBIX HOBOPOXIECHHBIX: € 35% B2007T mo51%
B 2011 ., 9TO MOBJIEKJIO 3a COOOM YBEIMYEHUE CPEIHETrO
KoamyecTBa Koiko-gHeit ¢ 10,15 go 14,02 (o romam co-
OTBEeTCTBeHHO). Kak m3BecTHO, HEIOHOIIIEHHBIE HOBOPO-
KIEHHBIE COCTABJISIIOT TPYITITY pYCKa Pa3BUTHS BPOXKICH-
HBIX U TOCTIMTATBHBIX WHOEKIIMOHHO-BOCTTAIMTEIBHBIX
3a00JIeBaHUI, TIO3TOMY YacTOTa UCCIIeIOBAaHUIA MaTepra-
Jla M3 TIPEIITOIaraeMbIX 09aroB MHGEKITNH YBETNIMIACD,
B 2007 . MccaenoBaHUs OBbLUIM BBIMOJIHEHBI Y KaXI0TO
cenpMoro pedbeHka, a B 2011 . — y KaXa0ro TpeTbero.

VYBenmuueHue J0JM HeJOHOIEHHBIX HOBOPOXICHHBIX
COTIPOBOXIAJIOCh M3MEHEHHMEM CTPYKTYPHI OOIIeil 3a60-
JIEBAGMOCTH, a TakKe OTPa3WIoCh Ha HO30JOTHMYECKOU
W 3THOJIOTMYECKON CTPYKType MHMOEKITMOHHO-BOCTIAIN-
TeJbHbIX 3a0oneBanuil (Taba. 1, 2). B 2007 r B cTpyKTy-
pe 3TuX 3ab0JieBaHUIT OCHOBHOE MECTO 3aHMMAaJTU ITHEB-
MoHus (35%), ombammr (23%), KOHBIOHKTUBUT (14 %),
a 94,5% ToceBOB M3 0YaroB MPeIIToIaraeMbIX MHGEKITI
MPUXOIWIOCH Ha OTHEJISIeMOe KOHBIOHKTUBBI U ITyTTOY-
Hol paHKd. [IpW MOJOXUTETBHBIX pPe3ysibTaTtax B OOJb-
IIMHCTBE CJIy4aeB OOHApPYXWBAJIW METUIIMUTMHPE3U-
creHTHble WTaMMbl CoNS, pexxe — Enferococcus faecium
(cM. Taba. 2). B2011 1. nonst oM$panuToB ¥ KOHBIOHKTH -
BHUTOB B CTPYKTYpe WHMDEKIIMOHHO-BOCITATTUTEIHHBIX 3a-
0oJieBaHUI pe3ko cHU3uaach (cM. Tab. 1), a B3sITUE Ma-
Tepuaja U3 3THUX JIOKYCOB COKpaTwiioch 10 51%. Kpome
TOTO, YBEJUYCHME JOJIM HEIOHOIICHHBIX HOBOPOXICH-
HBIX TIPUBEJIO K ITOBBIMICHUIO KOJMYECTBA ITHEBMOHUI
(KaKk BPOXIEHHBIX, TaK W HEOHATATbHBIX), IIPH 3TOM
TaKKe YBEJIMIMIACH YACTOTa CETCHCa, SHTEPOKOIMTOB,
uHdexmu MoueBbiBoIsUX myTeit (p<0,05), coorBer-
CTBEHHO BO3poOcCiia 10Jig TIpobd KpoBu U Moun (1o 48%).
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Tabauya 1. Hozonorudeckas cTpyKTypa HH(EKIMOHHO-BOCHAINTEILHBIX 32001eBAHMIT HOBOPOAKIEHHBIX (B %)

3aboneBaHne 2007 . | 2011w
BpoxxneHnHast mHeBMOHUS 35,0 50,5*
HeonaransHast THEBMOHUST 2,4 7,0%
Cercnc 0 2,0
MHbek1ns MOYeBbIBOASLINX MyTEN 11,0 17,2*
Ompanur 23,0* 2,2
KOHBIOHKTUBUT 14,0%* 6,5
Punur 12,0* 5,8
DHTEPOKOJIUT 0,2 3,0*
Hpyrue 2,4 5,8%
100,0 100,0

Ilpumenanue. * — nocToBepHbIe pasnuuus Mexay ronamu (p<0,05).

Tabauya 2. Drronorudeckas CTPYKTYpa MH(EKIMOHHO-BOCTIATUTE/ILHBIX 3260/1eBaHHii HOBOPOXKIEHHBIX (B %)
BosGyauTess 2007 r | 2011
KoarynasoHeratvBHbIe 97 61
DHTEepoOaKTepUU 0 17,5
30J10TUCTBIN cTa(hUTOKOKK 17,5
DHTEePOKOKKU 3 4

VYBeauuyeHre 4acTOThl MH(MEKIWI MOUYEBBIBOASIINX TTy-
Tei, ¢ Hallleil TOYKU 3peHUsl, ObUIO CBSI3aHO C yBeJIuYe-
HUEeM 4acToThl (¢ 13 1m0 28 %) KOJIOHU3AIMU CIU3UCTBIX
000JI0YEK KETYTOYHO-KUIIEYHOTO TpPaKTa ITOJUPE3HU-
CTEHTHBIMU SHTEPOOAKTEPUSAMU — TPOAYLIEHTAMU OeTa-
JIaKTama3s paciimpeHHoro criektpa. [lomoOHble U30sThI
coctaBum 23,5% cpemny dHTepOOAKTepUid, BBIICICHHBIX
U3 MOYM HOBOPOXKIEHHBIX C MOXO3peHWEM Ha MH(pEK-
LIMOHHO-BOCTIAJIUTeIbHOE 3abosieBaHue. Ha atom ¢one
YMEHBIIWJIAch JOJS KoaryjJa3oHeraTUBHBIE, a BhICEBae-
MOCTb METULIMJIZIMHPE3UCTEHTHBIX IITAMMOB KOaryia3o-
HeraTuBHbIe cHU3MIach co 100 1o 87%.

CoMaTHuyecKuii CTaTyc HOBOPOXICHHBIX W BUAOBOM
COCTaB TOCIMTAJIbHBIX MMKpPOOPTaHW3MOB, BCTpEYarO-
IIUXCSI IPU KOJIOHU3ALUHM KeJTyT0YHO-KHUIIIEYHOTO TpaK-
Ta, CIykaT NPeMOPOMIHBIM (OHOM, KOTODPBIA MOXET
B TIOCJICYIOIIEM OTIPEAEIATh STUOJIOTUIO WHMEKIIMOH-
HO-BOCHAIUTENbHBIX 3a0ojeBaHmii. Tak, yBenMyeHUe
KOHTUHIEHTa HEIOHOIIEHHBIX HOBOPOXICHHBIX U Ya-
CTOTHI KOJIOHM3ALIMU MX SHTEpOoOaKTepusiMu (0COOEHHO
MOJUPE3NCTEHTHBIMU BapUaHTaMU) TOBJIEKJIO 3a cOOOM
yBEeJIMYEHHE B HO30JIOTUIECKON CTPYKTYpe MHMPEKIIMOH-
HO-BOCTIAJIUTEIHOM TTAaTOJIOTMU TaKUX TSKEJTBIX 3a00J1e-
BaHUIi, KaK THEBMOHUS, CETICUC, MH(PEKIIUH MOYEBBIBO-
JSIIUX ITyTei, SHTePOKOJIUT.

PerynsipHoe MHMKPOOHMOJIOTMYECKOE MCCIIeIOBaHUE
CIIM3UCTBIX O00O0JIOUEK KEIyJOUYHO-KUIIEUYHOTO TpaK-
Ta HOBOPOXIEHHBIX, HaOIOAeHWE 3a TMHAMUKON KO-
JIOHU3AIMU TT03BOJISIET TIPOTHO3MPOBATh BO3MOXHYIO

9TUOJIOTUYECKYIO CTPYKTYpY Oyaylinx HMHOEKIMOHHO-
BOCTIAJINTENTBHBIX 3a00JIeBaHUIA, BHECTU KOPPEKTUBHI
B aHTUOMOTUKOMNOJIUTHUKY OTAEJIEHUSI, O0JIee palloHab-
HO MIPUMEHSITh aHTUMHMKPOOHBIE TIperapaTthl, yYUTLIBATh
KJIMHUKO-9KOHOMUYECKYI0 3(D(HEKTUBHOCTDb MPU COCTAB-
Jenuun Qopmyisipa. BBeaeHue cructeMbl KIMHUYECKOTO
aynuTa MO3BOJWIO YMEHbIIUTh MOTPedJeHNEe aHTUOUO-
TuKOB: B 2007 . aHTHOAKTEepHAaIbHYIO TeparuIo MoIyJdain
98% nereit,aB 2011 . — 46%.

OrcyrctBue B2007 . BoTaeneHUM OOJBHBIX C TsI-
KEJMbIM  TeYeHUeM  MHOEKIMOHHO-BOCHAIUTEIbHbIX
3a00JIcBaHW, BBI3BAHHBIX 2HTEPOOAKTEPUSIMU — IIPO-
nylieHTaMu OeTa-JlakTama3 pacllIMPEeHHOTo CHeKTpa,
He TpeOOBAJIO Tepanuu MpenaparaMu Ipymnrbl Kapoarne-
HeMoB, ogHako ¢ 2008 I. JiekapCTBEHHbIE CPEACTBA ITOM
TPYyMNIbl CTATU UCIONb30BaTh, U K 2011 . ux goJs1 cpenu
BCceX aHTMOMOTHMKOB Bo3pocia ¢ 3% (B2008 1) mo 15%
(82011r). OCHOBHOW MNPUYMHON TaKUX W3MEHEHUI
AHTUOAKTepUATHHOM Tepanmuu SIBJISETCS YBEIUMYCHUE
BBICEBAEMOCTU JHTEPOOAKTEPUN — TMPOAYLEHTOB Oe-
Ta-JlakTaMa3 pPACIIMPEHHOTo CHeKTpa Mpu MHGEKIUSIX
MOYEBBIBOJSIIUX MyTeil. YacTtoTa MCHOJb30BaHUS 1ie-
¢asocroprHOB cpeau BceX MNOTpeOJIsseMbIX aHTHMOUO-
TUKOB, HampoTuB, cHu3miach ¢ 68% (82007 ) mo 20%
(82011 r).

CokpallieHMe OOIIEro IMoTpedseHus] aHTUOMOTUKOB
0Ka3ajgo TMOJOXUTEIbHOE BIUSIHUE Ha HOPMUPOBAHUE
HOPMAaJbHOI0 OMOLIEHO3a CAUBUCTBIX 000J10YEK HOBOPO-
xkneHHbIX. Tak, ecnu B 2007 I. IpUCYTCTBUE B 3€Be 3eJie-
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Puc. 2. Yposens notpe6:1enns aHTHOMOTHKOB M YaCTOTA KOJIOHH-
3alMi 3€Ba HOBOPOXKIACHHBIX MHUKPOOPraHU3Mamu ayTOXTOl-[HOﬂ
TPYIbI.

HSIILIUX CTPENITOKOKKOB (Streptococcus oralis, Streptococcus
mitis, Streptococcus mutans, Streptococcus alivarius), pen-
CTaBUTENIell ayTOXTOHHONW MUKpPOGJIOphI, HAOIIOAAIOCHh
b B 28% noceBoB U3 3eBa, TO K 2011 I 3TOT mokasza-
Teb yBemmauics 1o 81%; p<0,05 (puc. 2).

Yactoe Ha3HaYeHUE aHTUOWMOTUKOB W3 TPYIITHI Kap-
barieHeMOB COITPOBOXIAIOCH YBEIMUCHUEM JTOJTH JIETEH,
KOJIOHU3MPOBAHHBIX HEe(hePMEHTHUPYIOIIMMU OaKTepHsI-
mu. Tak, B 2007 . yacToTa BbIACJIEHUS] YKa3aHHbBIX OaK-
Tepuii coctaBisia 2%, aB2011n — 4,5%, npu aTom
OTMEYEHO pacllUpeHre BUIOBOTO CIEKTpa HedepMeH-
Tupylolmux MUkpobos. Kpome Pseudomonas aeruginosa,
Acinetobacter spp., ctanu oOHapyXUBaTb paHee He BCTpe-
YyaBIIMeCs B HEOHATAJBHBIX OTACICHUSIX BUIbI: Wautersia
paucula, Alcaligenes faecalis, Pseudomonas paucimobilis,
Stenotrophomonas maltophilia, Chryseobacterium
indologenes. Ocoboe OecCIOKONWCTBO BbI3BaJla KOJIOHU-
3als] HOBOPOXIEHHBIX TMOCICAHUMM ABYMSI BHIAMU
13-3a UX MPUPOTHOM TTOIMPE3UCTCHTHOCTH.

Ecnu B 2007 . monmapasiioniee OONbIIMHCTBO 1ITaM-
MOB He(hepMEeHTUPYIOIIMX MUKPOOOB OBLIO TIpeICcTaB-
JIeHO OakTepusiMK poga Acinetobacter (88%), ToB 2011 1.
UX JIOJIST cOCTaBMIa 4yTh 6osiee 50%, a yactota BbIaese-
Hust Ps. aeruginosa yseamaunach ¢ 5,8 1o 25% (mo romam
COOTBETCTBEHHO). J10Jis1 HOBbIX BUJOB HE(PEPMEHTUPYIO-
X 6akrepuii coctaBmia B 2011 . 24 %, Tipu OTCYTCTBUU
unx B 2007 . B 2007 r. mipu MccienoBaHUKM KOJOHU3ALUU
HOBOPOXICHHBIX Stenotrophomonas maltophilia BooO11e
He BBISIBJIsUTUCH, onHako B 2011 . ux nonst cpeau Hedep-
MEHTUPYIOIINUX OaKTepuit cocTapisiia yxe 18%.

B2007r Bce wmraMMbl HehEepMEHTUPYIOLIUX Oak-
Tepuit pona Acinetobacter (NpenMYILIECTBEHHO BUJ
A. baumanii) ObUIM BbICOKOUYBCTBUTEJIbHbI K aHTUOUO-

THKaM, B 2008 r. y onHoro pedeHkKa ObUI BbIIEIEH 1ITaMM,
YCTOWYMBBIN K aMITUIIWJUTMHY ¥ aMOKCUITMJUTAHY /KJIaBy-
JaHary, B 2011 r. mpakTu4ecku Bce ITaMMbl Acinetobacter
OBUTH TTOJIMPE3UCTCHTHBI K aHTHOMOTHKAM.

Bce cnyyau BbiaeneHus: HeepMEHTUPYIOIIMX OaK-
TepUii y HAOMIOMABIIMXCS JeTed ObUTM WHTEePIIPETUPO-
BaHBI KaK KOJIOHM3AIMS, TaK KaK YOSIUTETbHBIX TaHHBIX
00 MX y9acTUM B pa3BUTUU  WHOEKIIMOHHO-BOCTIAIN-
TEJIGHBIX 3200JIcBaHU Y HOBOPOXICHHBIX He OBITIO TI0-
nydyeHo. Tem He MmeHee oOpalaer Ha ceOs BHUMaHME
TO, YTO KOJIOHM3AIls XKETyIOYHO-KUIIIEIHOTO TpaKTa
HOBOPOXICHHOTO He(MEPMECHTUPYIOIIUMHA MHKPOOaMHU
Ha hoHe UH(PEKIIMOHHOTO Tpoliecca MPUBOAUIA K YXYI-
IIEHUIO COCTOSTHUS JIETEM, OCHOBHOM MpOLECcC NpoTeKall
C TEHIEHIMENH K reHepain3allii, 4To TpeboBaslo OoJee
JUTUTEIBHON aHTUOAKTepUATbHOU TEPAITUH C BKIIOYCHM-
€M B KOMIUIEKC UMMYHOTJIOOYJIMHOB ITSI BHYTPUBEHHOTO
BBEICHUS.

OBCYXJIEHUE

IIpoBeneHHOE uccaenoBaHUE ellle pa3 MOATBEPIAUIIO,
YTO 3TUOJIOTUS MHOEKIIMOHHO-BOCTIAIMTEIbHBIX 3a00-
JIeBaHMI TECHO CBs3aHa C COCTABOM JOMWHMPYIOIINX
TPy YCJIOBHO-MATOT€HHBIX MUKPOOPTAaHU3MOB, KOJIO-
HU3UPYIOIINX CIU3UCTbIE 000JIOYKH JKEJTyTIOUHO-KHIIIeY -
HOTO TpaKTa HOBOPOXIEHHBIX. 3HaAHWE OCOOEHHOCTE
MHMKpPOOHOTO Tieii3axka OTIOeNeHUs OaeT BO3MOXKHOCTh
MpeA0TBPaTUTh Ha TOSMUIEMUUECKOM STalle TPYIITOBYIO
3a00JIeBaEMOCTb, a TaKXKe OKa3aTh ITOMOILb HEOHATOJIO-
ram B BEIOOpE pallMOHAJIbHOM aHTUMUKPOOHON Tepanuu
MPHU TTOA03PEHNN HA TOCTTUTAIBHYIO0 MH(PEKIINIO.

B TepMUH «MHKpPOOMOJOTUYECKIUIT MOHUTOPUHT» MBI
BKJIAJBIBAEM HEOOXOIMMOCTb PETYJSIPHBIX TUTAHOBBIX
HCCIIeIOBaHUI OMoMaTepurana 13 Hauboyiee JOCTYITHBIX
MECT Y HOBOPOXIEHHBIX (CIU3UCTBIE KETyIOUHO-KH-
IIEYHOTO TpaKTa), MOCTOSTHHOE HaOJIoJeHUe 3a U3Me-
HEHUSIMU B TIONYJISLIMSAX MHKPOOPTaHU3MOB, LIHUPKY-
JIUPYIOIINUX B cTanuoHape. CyuTaeM HeonpaBIaHHBIM
M HelleJIeCOOOpa3HbIM B paMKaX MUKPOOMOJIOTHYECKOTO
MOHUTOPWHTA MPOBOIUTH TOCEBLI KPOBU, MOYM WJTH IPY-
rux 6MoMaTepuanoB, TPEOYIOIIUX TTPU B3ITUU WHBA3HWB-
HBIX POLIEAYP, TOCKOIBbKY 3TO CO3/Ia€T AOMOTHUTETbHBIE
(dakTOpBI pHCKa Pa3BUTHUS TOCITUTATLHBIX MHPEKITUIA.

ITo maHHBIM JTMTEPATYpHI, CYLIECTBYIOT pa3Hble MHeE-
HUS O HEOOXOMMMOCTU OaKTEPUOJIOTUYECKOTrO MCCe-
JOBAHMS Pa3IMYHBIX HECTEPHMIIBHBIX JIOKYCOB (3€B, Kall,
KOXa HOBOpOXIeHHOro) [3—6]. C Hamieli TOYKM 3pe-
HUSI, pe3yJIbTaThl MCCIeI0BAaHMS ITOCEBOB Kajla M Ma3KOB
W3 3eBa SBJISIOTCS ONTUMAJIbHBIMA WCTOYHMKAMU WMH-
(opMaInu, MOCKOJBKY Ha CJIU3UCTBIX 000JI0YKAX XKeJTy-
JOYHO-KHUIIEYHOTO TpaKTa (pOpMUPYIOTCS TIepBbie U ca-
Mble MHOTOUYMCJICHHBIE MUKPOOMOTHI, KOTOPhIEe HanboJee
MOJTHO OTPaXKaloT IITAMMOBBIN COCTaB IUPKYJIUPYIOIINX
B CTallMOHAape MUKPOOPraHN3MOB. HekoTophie anuaeMu-
OJIOTU CUMTAIOT 00CjIeIoBaHME 3¢Ba HelleJecoo0pa3HbIM
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[4]. OnHako, Ha HaIll B3MJIsII, OTO LIeHHast MHbopMalus
KaK C KIMHUYECKOW TOYKU 3PEHUS, MOCKOIBKY COCTO-
SHUE MUKPOIIEHO3a 3¢Ba OTpaXaecT MMMYHHBIN CTaTyc
KOHKPETHOTO pPeOeHKa, TaK U C AMUIAEMUOIOTUTICCKOMN
(cTpaTermuecKoit) TOUKM 3peHUS, TaK KaK sIBIISICTCST WH-
MUKATOPOM KadecTBa W PAIIMOHATBLHOCTU TTPOBOIMMOMN
AHTUMUKpPOOHOU Teparmmu. K IMpu3HaKaM 3IMHUIEMHO-
JIOTMYECKOTO HEOJIAromnoIyYrsi MOXXHO OTHECTH Cllydau
MAaCCUBHOM KOJIOHM3AIIMKN POTOTJIOTKA HOBOPOKIEHHBIX
HETUTTMIHBIMK IS 3¢Ba MUKPOOpPTaHW3MaMu (3HTEPO-
GakTepusIMHU, SHTEPOKOKKAMH, 30JOTHUCTBHIM CTabuIo-
KOKKOM) B MOHOKYJbTYpe. Kak M3BeCTHO, MpPaBWJILHO
cchopMupoBaBIIUiicS OUOIICHO3 BBICTYITaCT B KA4eCTBE
MIEPBUYHOM MUINEHU IS JIIOOBIX HEOIarompusTHBIX
akTopoB, obecreunBasi KOJIOHU3ALMOHHYIO PE3UCTEHT-
HOCTb, TTO3TOMY HAJIMIME ayTOXTOHHBIX aCCOITMAIIMI MU -
KPOOPTaHW3MOB Ha CJIM3UCTHIX 000JI0YKAX SIBJISICTCST TIO-
JIOKUTEJIEHBIM TTPU3HAKOM.

[MepromnmyHOCTh  OOCHEIOBAHUS — TIPU MOHUTOPWH-
re OJDKHA 3aBUCETh OT MPOMWIS OTHENECHUS W TSKeCTH
COCTOSTHUSI HOBOPOXIEHHBIX. HemoHOIIeHHBIe HOBOPO-
SKIEHHBIE SIBJISTFOTCSI TPYITITOM ITOBBIIIICHHOTO PHUCKA 10 MH-
(beKITMOHHO-BOCTIAJTUTEIBHBIX 3a00JICBAHUSIM, UTO CBSI-
3aHO C HE3PEJIOCTbI0O MMMYHHOM CUCTEMBI, JUTUTEITBHBIM
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NMpeObIBAHUEM B CTALMOHAPE, YACTHIM MTPUMEHEHUEM -
arHOCTUYECKUX W JIeUeOHBbIX MHBA3UBHBIX Mpoienyp [7].
PesynbraThl MUKPOOMOJIIOTMYECKOTO MOHUTOPUHTA HEOO-
XOIMMO PpaccMaTpyBaThb B KOMIUIEKCE KIMHUKO-3MUIIE-
MMOJIOTMYECKOTO ayAuTa, MO3BOJSIIOLIET0 OCYIIECTBISTh
NpoGUIaKTUKY TOCMUTAIbHBIX MHGMEKIUI 1 KOPPEKIINIO
AHTUOMOTUKOMOIUTUKM B CTallMoHape. MUKPOOMOJIOTHU-
YECKMII MOHUTOPUHT MALIMEHTOB OTIEJIEHUSI SIBJIsIeTCs 0O-
Jiee MHOOPMATUBHBIM, YeM PE3YJIbTaThl U3YUEHUs KOJIO-
HU3aLUU NPEIMETOB BHYTPUOOJLHUYHOM Cpeibl, KOTOPbIE
HE MOTYT ObITb CTEPUJIBLHBIMU, €CJIM PeYb HE UAET O MpPOo-
BEIEHWM WHBa3MBHBIX Mpouenyp. Hamm HabmoneHus
MOATBEPKAAI0OT MHEHME, YTO HE CAeAyeT BOCIpPUHUMATh
pe3yJbTaThl UCCIEIOBaHUSI MOCEBOB CO CIM3UCTBIX 000-
JIOUEK y KOHKPETHOro pebeHKa Kak MoBoJ, K Ha3HAYeHUIO
AHTUMUKPOOHBIX MIPENapaToB MPU OTCYTCTBUY KOMILIEKCA
OOBEKTUBHBIX, MPEXIE BCEro KIMHUYECKUX CUMIITOMOB
MH(EKIIMOHHO-BOCIIAIUTEIBHOTO 3a001eBaHus [§—10].

Takum 06pazoM, MUKPOOHOIOTUYECKUIT MOHUTOPUHT
JIOJKEH OBbITb HEOTHEMJIEMON 4YacTbio UH(MEKIIMOHHOTO
KOHTPOJIS U MOBCEAHEBHOM MpPaKTUKOW B MepUHATAIb-
HbIX LIEHTPax W B HEOHATAJIbHBIX OTIEJIECHUSIX, TIe OCY-
LIECTBJISIETCS] JICYEHUE U BbIXaXKMBaHUE HOBOPOXKIEHHBIX
neTent.
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Knunuko-nadoparopHbie 0COOEHHOCTH M (haKTOPbI PUCKA NEPUHATAIBHOM

Onmreitna—bapp BupycHoii nH(peKuun

B.b. Komaoea, C.I1. Kokxopesa, A.B. Makaposa

BopoHexckasa rocygapcTBeHHas MeamumHekas akagemus um. H.H. BypaeHko; O6nacTtHas aetckas KnnHudeckas 60/bHU-

ua Ne2, BopoHex

Clinical and laboratory features and risk factors of perinatal Epstein—Barr virus infection

V.B. Kotlova, S.P. Kokoreva, A.V. Makarova

N.N. Burdenko Voronezh State Medical Academy; Regional Children’s Clinical Hospital Two, Voronezh

O0caenoBanbl 224 napbl «<MaTb—HOBOPOXKIEHHBIH peOEHOK», U3 KOTOPbIX Y 39 NeTeil AMATHOCTUPOBAHA NMEPUHATAIBHAS DIINTENi-
Ha—bBapp BupycHas undexuus. B nanbHeiinmem nmoa HadJoeHMEM HAXOAWIUCH JiBe TPyNnbI AeTeii (39 nereii ¢ nepuHATAIBHOI Dii-
mreiina—bapp BupycHoii undexuneii u 98 HenHGHUIMPOBAHHBIX), HAOIIOIEHHE 32 KOTOPIMH OCYHIECTBIISLIOCH B T€YEHHE TIEPBOrO
roaa xu3uu. [Tokaszano, yro Dnmreitna—bapp BupycHas nndexkuus y xKeHuuH GepTuiibHOro BO3pacTa U NepuHATAIbHASA HH(eKIus
JIAHHO¥ 3THOJIOTHH UMEIOT HIMPOKOE PACTIPOCTPaHeHNe. PHCK MepUHATAILHOTO 3apakKeHUs BHICOK MPH HAJIMYUMA AKTUBHBIX (OPM MH-
(heKumH y JKeHIMH, UMEIOLIMX OCJI0KHEHHOE TeueHne OepeMeHHOCTH, 0CO0eHHO B Bo3pacTe crapie 30 JieT, cTpaaioImux XpoHnye-
CKHM TOH3WUIUTOM, MPOKHBAIONINX B rOPoJie H UMEIOIUX BPeIHbIe NMPUBbIYKHU (Kypenue). [IpusHAKaMu NepUHATAIBHON HHpeKIMH
Y HOBOpOXKIeHHBIX cJIyKat Hecnenupuueckue nposisieHnss TORCH-cunapoma. OPBU Ha nepBom roay Ku3Hu AeTeii ¢ nepuHATAb-
Hoii Dnreitna—bapp BupycHoii nH(eKuKeii UMEIOT B 00JbUIMHCTBE CJIy4aeB OCJI0KHEHHOE TeYyeHue.

Knrouesvie crosa: HoeopoicOerHble, Gepementble JHceHWUHbL, nepuHamanvras Inwmeiina— bapp eupycnas ungexyus.

Two hundred and twenty-four mother-neonate pairs were examined; of them 39 infants were diagnosed as having perinatal Epstein—
Barr virus infection. Later on, two groups of infants (39 and 98 with and without this infection, respectively) were followed up during
the first year of life. Epstein—Barr virus infection was shown to be widespread among fertile-age women and perinatal infection of this
etiology. The risk of the perinatal infection is high in the active forms of Epstein—Barr virus infection in women who have complicated
pregnancy, in those who are aged over 30 years in particular, in whose who suffer from chronic tonsillitis, who are urban dwellers and
have bad habits (smoking). The signs of neonatal perinatal infections are nonspecific manifestations of TORCH syndrome. Acute
respiratory viral infections show a complicated course in most cases of infants with perinatal Epstein—Barr virus infection during the

first year of life.

Key words: neonatal infants, pregnant women, perinatal Epstein—Barr virus infection.

Hp06neMa MepyuHaTaJbHBIX WHGEKIU — oIHa
U3 BelyLIUX B aKyllepcTBe, HEOHATOJOTMU W WUH-
(dekronoruu. IMo faHHBIM psifa UcCleAOBaHW, WHGEK-
LIMOHHBIE 3a00JieBaHUsT BRIABISIOT Y 50—60% rocmnuTa-
JIN3UPOBAHHBIX JTOHOIIEHHBIX, Yy 70% HeIOHOIIEHHBIX
ny 37,5% ymepimx HOBOPOXIeHHBIX [1]. B Bo3HUKHO-
BeHUM 3MOpMO- U (peTomaThuii HamboJiee U3ydyeH BUPYC
KpacHyxu [2], moKa3aHa poJib SHTEPOBUPYCOB B pa3BUTUU
BHYTPUYTPOOHBIX UH(eKuii [3], TepaTOreHHOI aKTUB-
HOCTbIO 00JIaal0T BUPYCHl peCIUpPaTOPHON Ipyniibl [4].
OpfHO U3 MepBbIX MECT CPear BHYTPUYTPOOHBIX MHGEK-
LM TPUHALIEXKUT reprieCBUPYCHBIM MHGMEKIIUSIM, KOTO-
pble UMEIOT JIATEHTHO-XPOHUUYECKOe TeueHue [S] u siBsi-
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394036 BopoHex, yi. CryneHdeckast, 1. 10

I0TCSI OIHOM M3 BeAyIIMX MPUYUH MEPTBOPOXKAAEMOCTH,
CaMOIIPOMU3BOJIbHBIX BBIKUIBIIIEH, MpPexXIeBPEMEHHBIX
pPOIIOB, 3a00JI€BAEMOCTH HOBOPOXACHHBIX U MJaleHYe-
CKOIf cMepTHOCTH [6].

Ecnu BnusiHue Bupyca npocroro repreca 1, 2-ro Tu-
MOB, LMUTOMErajoBUpyca HaTeueHue OepeMEeHHOCTH,
uHGUUMpOBaHWE TUIOAA OOLIENPU3HAHO, TO 3HAYE-
HUE UM MecTo Bupyca DmiureiiHa—bapp, He Bxonsiiero
B TORCH'-xomIIeke, B (hOpMHUPOBAHUYN aKyIIEPCKOM
MaToJIOrMU U BHYTPUYTPOOHOM MHGMUIIMPOBAHUM PEOEH-
Ka JI0 CUX MOp HEOMHO3HAYHO U TpeOyeT AalibHeilliero
uzydyeHus. 3BeCcTHO, 4TO MepBUYHOE UHOULIMPOBAHUE
BUpYCcOM ODmiureliHa—bapp NpoucxoauT, Kak NpaBuio,
B JIETCKOM BO3pacTe M MpoTeKaeT yalle 0ecCUMITOMHO
v nox Mmackoii OPBU [7]. Ve k 2 rogam Gosee 1o-
JIOBUHBI JIeTel OKa3bIBalOTCSI MH(UIIMPOBaHHBIMU [§].
ITo pesyabraTaM HalIUMX UCCAEIOBAHUMN, MHGULIMPOBAH-
HOCTb BUPYCOM JIeTedl MOIIKOJIbHOTO BO3pacTa W3 JIeT-
CKHX OPraHM30BaHHbIX KOJIJIEKTUBOB BopoHexka cocTaB-

! MepBbie OYKBBI Ha3BaHUII HaUOOJIEE YACTO BCTPEYAIOIIUXCS BHY-
TpuyTpoOHbIX MHpekumit: T (Toxoplasmosis), O (Other diseases),
R (Rubella), C (Cytomegalovirus), H (Herpes simplex virus).
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nset 79,3% [9]. Cpeny XeHIIUH (pepTUIILHOTO BO3pacTa,
o naHHbIM H. Jenson (CIIA), 2,6% sBastioTcs cepoHe-
ratTuBHBIMU. OmHAKO TIPU CKPMHUHTOBOM HCCJIeI0Ba-
HUWU MMyTNOBUHHOUN KPOBU U CIOHBI 990 HOBOPOXIEHHBIX
OT MH(MDUIIMPOBAHHBIX MaTepell BPOXICHHAs OTIITEl-
Ha—Dbapp BupycHas uHbeKUUs BUPYCOJOrMYeckr Oblia
TTONTBEPKIEHA TOJBKO Y 4 MJIaIeHIIEB; TPOE M3 HUX OBLITN
3MI0POBbI, Ay OJHOTO BIOCJIEACTBMU OTMEYAIUCh MPO-
OsieMbl noBeneHUs1 U namsitu. B uccnenoanusx [10, 11]
pe3yJIbTaThl BUPYCOJIOTMUYECKOTO OOCIe0OBaHUST JeTeit
¢ mepuHaTajibHON DnuteitHa—bapp BupycHoll MHbEK-
IIMel OBUTA OTPUIIATETBHBIMU.

ITo nanneim  U.C. Mapkosa (2002), 6eccumnTom-
Has peaKTUBAIIs XPOHNIECKOW MH(MEKIIMU OTMEUaeTCsI
y 55% cepolTo3UTHBHBIX XKEHIIWH B pa3HbIe CPOKU Oepe-
MeHHOCTH. B 28 % ciiydasix HacTyImaeT npepbiBaHue Oepe-
MEHHOCTH, a B 22 % — BHYTpUYTPOOHOE MHOUIIUPOBAHUE
HOBOPOXAEHHbIX. Cpeii HOBOPOXIEHHbBIX C pa3IMYHON
TTaTOJIOTHEe} KOHTeHUTAIbHOE MH(MOUITMPOBAHIE BUPYCOM
DmmreitHa—bapp cocraBister 15,5% u 3aHMUMaeT Tep-
Boe Mecto cpeau ocHOBHbIXx TORCH-undbexumii [12].
B ctpykType BHYTpUYTpOOHbIX MHGbEKIIMHI pu 00caeno-
BaHMM HOBOPOXICHHBIX METOIOM TIOJIMMEpPa3HOM IIelT-
Hoii peakuuu (ITL[P) nHa OnureitHa—bapp BupycHylo
nHbeKImo mpuxonutcs 9%. [py uccnenoBaHUN CEKIIN-
OHHOTO MaTepwajia YMepIIMX HOBOPOXICHHBIX NaHHAas
MHGEKINS 3aHUMAaeT MepBoe MecTo, cocTaBisisa 42,8%
ripu ucronb3oBanuu TP u27% — npu ucnonb3oBa-
HUU peaklru HenpsiMoii uUMMyHoduroopectieHu [13].

Henblo Hamiero uccieqoBaHUs SIBUJIOCh U3ydyeHUE
ocobeHHoCTel nepruHaTaibHOU DniureiiHa—bapp Bupyc-
HOI MHGbEKIINH.

MATEPUAJI 1 METO/1bI

IIpoBeneHo ckpuMHUHTOBOE oOcienoBaHue 224 map
«MaTb—HOBOPOXIEHHbII peOEHOK», U3 KOTOPbIX Y 39 ne-
Telt TMaTHOCTHPOBaHa ITepruHaTaIbHas DmTeitHa—bapp
BUpycHas WUH@eKkus: 90 HOBOPOXIAEHHbBIX HAXOMUINCh
B OTIEJIEHUSIX TEepUHATAIBLHOTrO lieHTpa BopoHexckoi
obiacTHOM KJIIMHMYecKoit 6oabHUIEI Ne 1, 134 — B O6-
JIACTHOW JI€TCKOM KJIMHUYeckol GosnbHuULe N2 1o mo-
BOAY pa3iuyHON WHMEeKIMoHHOW mnaronoruu. [e-
TAM U UX MaTepsiM TPOBOJAMJIOCH OOIIEKIMHUYECKOE
obcnenoBaHue, CeposorMueckoe MccileloBaHUE KpPOBU
METOJIOM MMMYHOGMEPMEHTHOTO aHaJIU3a C BbISIBJICHUEM
MapkepoB DmniureliHa—bapp BUpycHOI MHGEKIUU C UC-
nojib3oBaHueM TecT-cucreM OO0 «HITO «JluarHoctu-
yeckue cuctembl» (Huxnuit HoBropon), uccienoanuve
KpoBU M ciitoHbl MetoaoM [TLP ¢ uenplo onpeneneHust
JAHK Dnreiina—bapp Bupyca ¢ aHaIMTUYECKON YyBCT-
BUTENbHOCTHIO 400 KOTHit /M.

AHAJIOTUYHBIE TECT-CUCTEMbI ObUIM HCMOJb30Ba-
HBI JUIS JJAOOPaTOPHOW TUATHOCTMKU WHOEKITMOHHOTO
MOHOHYKJIeo3a y 177 nereit B OG1aCTHOM NETCKOW KIIM-
Hudeckoir OonbHuile Ne2. [lo maHHBIM MMMyHOdEp-
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MEHTHOTO aHanmu3a, y58,2% neTeil OMarHOCTUPOBAH
UHOEKIIMOHHBIF MOHOHYKJIE03 DriiteliHa—bapp Bupyc-
Holt aTronoru, y 30,5% — WHGEKITMOHHBI MOHOHYK-
JIe03 CMETaHHOM TepIeCBUPYCHOM 3THOJIOTHH, y 5,6 % —
UHOEKIIMOHHBIE MOHOHYKJIE03 LIMTOMETAJIOBUPYCHBIN,
v 1,1% — wHGOEKIIMOHHBIT MOHOHYKJICO3, BBI3BaHHBIN
BUPYCOM TepIieca 4eloBeKa 6-ro Twma, y4,5% nmereit
pe3yJIbTaThl aHAIM30B ObLIM oTpulareabHbiMU. Cpeau
00JIbHBIX MH(PEKIITMOHHBIM MOHOHYKJIEO30M DHIITEeiHA—
Bapp BUpyCHOIi 3TUOJIOTMU PEIUIMKAalUs BO30YIUTENS
B KpoBHM roaTBepxkaeHa y 73 (70,9%).

KputepusiMmu UCKIIIOYEHUSI U3 UCCIENOBaHUSL ObLIU
BHYTPpUYTPOOHbBIe MHGbEKIUU ApYyroil aTuosoruu. Ha Mo-
MEHT 00CJIeJOBaHUS y MaTepeii HOBOPOXIEHHBIX (BO3-
pact 17—41 ron) KIMHUYECKUX MPOSIBIEHUN WMHOEKI-
OHHBIX 3a00JiIeBaHUIl He OTMeyasoch. BbUIM BbIIENIEHBI
JIBE TPYIIbI neteii: 39 neteii ¢ meprHaTaaIbHOM DIIITel-
Ha—bapp BupycHoi uHdekiueir u 98 HemHGULIMPOBAH-
HbIX HOBOPOXXIEHHBIX, KOTOPbIE HAXOAWJIUCH IO, HA0I10-
JIEHUEM B M€pUOJie HOBOPOXIEHHOCTU, AUCIAHCEPHOE
HabJoieHUe 32 HUMM OCYLIECTB/ISUIOCHh B T€UEHUE Toja
¢ KJIMHUKO-JTab0paTOPHBIM KOHTPOJIEM B BO3pacTe 6 Mec,
onuH ron. MakTopsl prcKa MepuHATATEHOTO MHOUIIPO-
BaHUsI OLIEHUBAIUCH IO KOIDGHUIIMEHTY COMPSKEHHOCTU
IOna (Q).

PE3VJIBTATBI 1 OBCYXK/JIEHUE

MudbuimpoBaHHOCTb BUpYcoM DmiireiiHa—bapp sxeH-
IH (hepTIITBHOTO Bo3pacTa cocTaBmia 88,1%, a B Bo3pacT-
Holi Kareropuu ctapire 30 et mpuomrkanack kK 100%. Ipa-
KTUYECKU Y KXIOM TPETheil CEPONIO3ZUTUBHOM XKEHIIMHBI
oTMeYaJicsl aKTMBHBIN WHOEKIIMOHHBIN MPOIIecC, YTO CBSI-
3aHO, BEPOSITHO, C (GPM3HOIOTUYECKON UMMYHOCYIIPECCUEI,
o0ycioBlIeHHOM GepeMeHHOCThIO. [Ipeobnamana (y 25,4%
POXEHUIl) peakTHBallvsl XpoHWYecKon ImireiiHa—bapp
BUpYCHOI MHMeKIuu, y 5,8% — IMarHOCTUPOBAHA OCTPAsT
TepBUYHAS WHMEKIWsI, TPOTeKaBIIas CYOKITMHUIECKU.
YV 42% >KeHIIWH oTMeuasiiaCh XpOHHWYeCcKas TepCUCTUPY-
forasg  DmmnTeitHa—bapp BUpycHas WHGEKIIUS U TOIBKO
vy 15% — natenTHas. B mepudepudeckoii KpOBM aTHIIIY-
HbIX MOHOHYKJIEApOB OOHapyXeHO He Obuto. Pesynbrar
TP xpoBu u cmonbl Ha JIHK Bmnreitna—bapp Bupyca
y Bcex 00CeJOBaHHbIX TakXke ObUl OTpUliaTebHbIM. [lo-
CTOBEPHOI pasHUIIBI TI0 MHOHUIIMPOBAHHOCTA TOPOICKUX
(89,6%) u cenmbckux (82%) xuteneit, a Takxke popMaM BU-
pYCHOI MH(MEKIMU B 3aBUCUMOCTH OT MECTa MTPOXKUBAHUS
1 BO3pAcTa BbISIBJIEHO HE ObLIO.

JlocToBepHO yalle y MaTepeil ¢ akTUBHON MHbeEK-
1Mei, a UMEHHO C peakTUBallMel XPOHUYECKON ODIi-
mTeiiHa—bapp BUpycHOUW WHOEKIIMA B CpaBHCHUU
C HEaKTUBHOM (XpOHMUYECKOM MEepCUCTUPYIOLIE U Jia-
TEHTHOM) UMEJT MECTO XpOHUYECKU TOH3WLIUT (12,9
u 2,1% cootrBercTBeHHO; p<0,01). I1pm 3TOM €ro 060-
CTpEHUU B Mepuos 0EpeMEHHOCTU 3aperucCTpUpPOBAHO
He Ob10. Onuzonst OPBU Bo BpeMsi GepeMeHHOCTU
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Komnosa B.b. u coaem. KinnHuKo-1abopaTopHbie 0COOCHHOCTH U (haKTOPBI pUCKa NMepuHaTaIbHOM DriteiiHa—bapp BupycHoit nHdeKIn

otMeuyanuch y 11,4% KeHIIUH ¢ aKTUBHOM DIIITEM-
Ha—bapp BupycHoil mHbekumeit, y 8,5% — c XxpoHU-
yecKoil mepcuctupymouieii ny 11,7% — ¢ naTeHTHOI
uHdekuueit u HeuHpuuupoBaHHbix (p>0,05). Ilo-
BbIIIEHWE TeMIlepaTypbl [0 cyO(eOpuabHbIX UMD
0e3 BUAUMOI MPUYUHBI B TEUEHUE HEJEIU UMEJO Me-
CTO y 2 XEHIIUH C XPOHWYECKON MNEePCUCTUPYIOLIEN
u JJaTeHTHOI mHbekuueit (p>0,05). BosamoxHo, peak-
TUBaLUUs MHGEKUUM Tporekana mnoa mackoir OPBU,
HO HE UCKJIIOUEHO OECCUMMTOMHOE TeYyeHUe AaKTUB-
HOro WHMEKIMOHHOro Tpolecca DmiuTeiiHa—bapp
BUPYCHOM 3THUOJIOTMHU C YYETOM OTCYTCTBUS 1OCTOBEP-
HOCTH 0 4YaCTOTE OCTPOI PeCNUpPaTOPHOUN MaToJOruu
B MccieayeMbix rpynmnax. Ilpu aHanuse akyliepcko-
TMHEKOJIOTUYECKOTO aHaMHe3a XEHUIMH C pa3uyHbI-
MU popmamu dniuteiiHa—bapp BUpycHOUl MHdeKMU
JNIOCTOBEPHBIX PAa3IUYUI HE MOJIYUYEHO.

OTMeueHa B3aMMOCBSI3b AKTUBHOCTU DmllTelHA—
Bapp BupycHoli MHOEKLUMU U OCJTOXHEHHOTO TEUEHMUSI
6epemeHHocTH. Tak, moctoBepHo 4aiie (98,6 mpoTuB
88,3%; p<0,05) ywMarepeil cakTUBHON WHMeKIUEH
hMesla MeCTO XpoHuueckas deToruialieHTapHasi Helo-
CTaTOYHOCTh. [€cTO3 Ha MPOTSKEHUU Bceil GepeMeHHO-
CTU BCTpeuasics B 3,5 pasa yallle y XEeHIIMH ¢ aKTUBHOM
(28,6%; p<0,01) u B 3 pa3a yanie — ¢ XpOHUYECKOM Tep-
cuctupylomeit nHpekunein (23,4%; p<0,05), B cpaBHe-
HWW ¢ HCMHOUIIMPOBAHHBIMU Y MMEIOIIMMU JIATCHTHYIO
dopmy (8,3%). Bo3aMOXKXHO, peaKTUBALIUS XPOHUYECKOM
DnuireitHa—bapp BUpycHol MH(eKIIMN yTsKesiaa Teue-
HUEe OEepeMEHHOCTU, HO HE UCKIIIOUYEHO, UYTO OCJIOXHEH-
HO€ TeueHue OepeMEHHOCTH MPUBOAWIO K aKTUBALIMU
XPOHUYECKOTO MH(MEKIIMOHHOTO Mpoliecca.

Peanuzanust nepruHaTaqibHOro MHGUIIMPOBAHUST OCY-
LIECTBISIACH TOJBKO MPU HATUYMU Y MaTEPU aKTUBHOTO
MHOEKIMOHHOTO Npoluecca. Puck 3apaxkeHus: npu nep-
BUYHOM WHGUIIMPOBAHWY XKEHIMWH B IOCICTHUE Me-
cAMBl TecTaluu Joctur 61,5%, mpu Hatmauu y Gepe-
MCEHHOU pEeakTUBAIMA XPOHWYECKOUW WHGMEKIIUU TIepes
pomamu — 54,4% (p>0,05). JInarHo3 mepwHATaIbHOMN
OnuireiiHa—bapp BUpYCHOU WHMEKIIMU OCHOBBIBAICS
Ha OOHApY>XE€HUU B KPOBU HOBOPOXKIEHHBIX KarlCUIHBIX
IgM, uTO MO3BOJISLIO cpasy Mocje POXKACHUS TUATHOCTU-
poBaTh y HUX NeprUHATaIbHYI0 MH(EKIMIo, TaK Kak IgM
He MPOHUKAIOT Yepe3 MIaleHTapHbIN 0apbep U SBISIIOTCS
pe3yJIbTaTOM MMMYHHOTO OTBeTa pebOeHKa. BbisiBieHue
LIMPKYJISILUU Y HOBOPOXAEHHOTO TOJIBKO KarnCUAHBIX
IgG HezaBUCMMO OT UX aBUJHOCTU JUIsl BepUbUKalMu
rnepruHaTaJbHON MHGpEKIUU ObIJI0O HEAOCTATOYHBIM, TaK
KaK MX MPUHAJIEXXHOCTh ObUla HEOAHO3HAYHA (BEPOSIT-
HOCTb LMPKYJSIIMU MAaTEPUHCKUX aHTUTEN), YTO TpebOo-
BaJIO JaJibHEMIIIEro CepoIorMuyeckoro KoHTposs. B me-
puo/ie HOBOPOXXIEHHOCTU Ha OCHOBAHUU OOHAapyXKeHUs
KancunHbIx IgM TreprHaTabHasT WHGEKIUS OblIa TUar-
HOCTHpPOBaHa TOJBKO Y 38 % meTeid, pokIeHHBIX OT MaTe-
peit ¢ octpoit DnuteitHa—bapp BupycHoll UHMeKIMeN,
ny 54% nereit — OT MaTepelt ¢ peaKTUBAILME XpOHUYe-

ckoit. B xone aucnaHcepHoro HabsoaeHus K 1 romy Xu3-
HM TIepUHaTaIbHAs WHQEKIMSA ObUla TUAarHOCTHpPOBaHA
y 61% neteit oT MaTepeii ¢ 0CTPOIi MePBUIHOM MHMEKITUN
ny54% — orMarepeld ¢ peaKTWBAIMEe XPOHUUIESCKOM.
CoxpaHeHUe BBICOKOABMIHBIX KarlcUIHBIX IgG K aTomMy
BO3pPACTy MOATBEPXKIAIO MEpexoa MHMEKIMN B JIaTEeHT-
Hyto ¢opmy. Pesynbratsl [1LIP KpoBu U ciitoHbI B repu-
0Jie HOBOPOKAEHHOCTH, B 6 MeC 1 1 TO XKM3HU OBLIN OT-
puiateabHbIMU (pucC. 1).

HauGonee 3HaunMbIM U3 OMOJOTUYECKUX (PAKTOPOB
pYICKa TIepUHATAIPHOTO MHOUIIMPOBAHUS BUPYCOM DII-

Ocrpas Dnmreitna—bapp BupycHast
MH}EKIHs y MaTepu

Peaxrupauust xpoHndeckoit dnmreiina—bapp
BUPYCHOH HH(EKIHUs y MaTepH

Iepuoa

HOBOPOK- :>

JIEHHOCTH

wa VCAIgG

61,5%

.

NAIgG

6 mec

JKH3HH )

MapKepbI

45,6%

1ron

AKH3HH |:>

Mapxkepst Mapkepst

(©) =
38,5% 45,6%

= Tepunaraabuas dumreii Bapp Bupy L
O CoMHHTe/IbHAS NepHHATAIbHAS DNTeii Bapp Bupy (]
O OTcyTCTBHE NEPHHATAIBLHOI0 HHOHIHPOBAHUS

Puc. 1. Mapkepnsiii npodusib neTeil, poXIEHHBIX OT MaTepeii
¢ akTMBHO#1 DmnTeiiHa— Bapp BupycHoii nndeknueii.

VCAIgM —kancunsble anturena kinacca M; EAlgG — panHue
antutena kiacca E; NAlgG — HykieapHble aHTUTeNa Kiacca G.
B/a — BBICOKOABUIIHbIE aHTUTEJIA; H/a — HU3KOABUIHbIE AHTU-
TCJa.

wtefiHa—bapp ObLI0 OCI0XHEHHOE TeUeHUE OEpeMEHHO-
CTU: XxpoHUYecKasi heToruialieHTapHast HeOCTaTOUHOCTb,
recTo3 MepBOM — BTOPOM MOJOBUMHBI OEpPEMEHHOCTH,
XpOHUYECKAsl BHYTPUYTPOOHAsl TMIIOKCUS TI10Ja U, BO3-
MOXHO, Kak CJeJICTBUE, OOBUTUE IyMOBUHON B poOjax.
VY XXeHIIMH C aKTUBHOI XpoHMUYecKoi DmireiiHa—bapp
BUPYCHOI MHbeKuei hakTopoM pucka SIBISIETCSl BO3-
pact crapuie 30 eT ¥ XpOHUYECKUI1 TOH3WLIAT B aHaM-
Hese. U3 coumalibHbIX (DaKTOpOB puUCKa Ha MepuHaTasb-
HOe MHOUIMPOBAHUE OKA3bIBAET BJIUSIHUE MPOXUBAHUE
BTOpPOZAE, YTO, BEPOSITHO, CBI3aHO C 3KOJOTUYECKOW
cutyaleit, u kypeHue Marepu (puc. 2). Hebnaronosyu-
HBII aKyIIEPCKO-TUHEKOJIOTUYECKNI aHaAMHE3, KOTOPBIN
uMesl MecTo 0osiee 4YeM Yy MOJIOBUHBI 00CIeT0BaHHBIX
JKEHILUMH, MOPSIIKOBBI HOMEpP OEpeMEHHOCTU U POAOB
JUTS1 peaiu3aliuy NepuHaTaibHOro MHGUIIMPOBAHUS 3HA-
YEHUS HE UMEIOT.

IMepunatanbHast DnuiteitHa—bapp BupycHass WH-
dekuusg xapakrepuzoBajach HecneUUGUYHOCTbIO KIIU-
HUYECKUX TPOSIBJIEHUI, YTO, BEPOSITHO, OOYCIOBJIEHO
OTCYTCTBUEM DEIUIMKATUBHON aKTUBHOCTU BUpyca (OT-
putiatenbHble pe3yastatsl [TLP KpoBu U ciitoHbI) HA MO-
MeHT poxnaeHust (puc. 3). Haubonee 3HAaUUMBIMU Map-
KepamMu ObUIM 3aJep>KKa BHYTPUYTPOOHOTO DPa3BUTHS,
OCJIOXKHEHHOE TEYEHWE PAHHETO HEOHATAJIbHOTO MEPUOAA
C CUHAPOMOM JIbIXaTeJIbHBIX PACCTPONCTB M KOHBIOTALIU-
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Q-0,503

o I'pynna cpaBHeHus:
@ JleTu ¢ nepuHaTaIbHoli dnmmreiina— bapp BupycHoii nudexuueii

Puc. 2. Buonormyeckue (a) M CONMATbHO-TMTHEHHYECKHE
(0) hakTOpBI PHCKA MEPHHATATIHHOTO HH(UIMPOBAHUS BUPYCOM
Ommreitna—bapp.

Q — koadhduLeHT conpsikeHHoctu FOna.

a: | — XpOHMYeCKUif TOH3UJUTUT; 2 — OTSITOLIEHHBIN TMHEKOJIO-
TMYECKU aHaMHe3; 3 — OTATOIIEHHBIN aKylIepCKUil aHaMHe3;
4 — XpoHMYECKasi BHYTpUYTPOOHAsI TUITOKCHS TIIO/IA; 5 — Xpo-
HMUecKast (peTorulalieHTapHasi HEIOCTATOYHOCTh; 6 — TrecTo3
MepBOii — BTOPOI MOJIOBUHBI 06peMEHHOCTH; 7 — MueJIoHe(PUT
OepeMEeHHBIX; 8§ — MaToJIOTMYeCKUe pofbl; 9 — 0OBUTHE MYTIO-
BUHOI B ponax; 10 — Hammune OPBU Bo Bpems 6epeMeHHOCTH.
0: 1 — KypeHue MaTepu; 2 — MPOXMBaHKWE B ropoje; 3 — He-
0J1arornoJyyHble ObITOBbIE YCIOBUS; 4 — HU3KUI MaTepUabHBIM
JIOCTATOK; 5 — BBICOKMI MaTepUaIbHbIN TOCTATOK.

OHHOI TUNepOMIMpyOUHEMUEl, BEPOSITHO, BCIENCTBUE
CpbiBa aAanTallMOHHO-KOMIEHCATOPHBIX MEXaHU3MOB,
00yc10BJIEHHOTO MHGMEKIIMOHHBIM TpolieccoM. OcobeH-
HOCTbIO mepuHaTaiibHoro nopaxenuss LIHC ssnsutoch
pa3BUTUE CUHAPOMA YTHETEHMSI, OTMEUYaABILIErocs y Kax-
JIOT0 YETBEPTOTr0 MH(MPUIIMPOBAHHOTO HOBOPOXIEHHOTO.
[ucnancepHoe HaOJIOIeHUE 33 IETbMU C ITepUHATAIIb-
Hoit DniuteitHa—bapp BUpycHOl MHbEKIMel (OCHOBHAs
rpyIina) B TeYEHWE MEePBOro rofia XU3HU He BbISIBUJIO OT-
KJIOHEHUI! B UX GU3NYECKOM U HEPBHO-TNICUXUYECKOM
pa3Butuu. Tak, cpenHsis Macca JeTeii OCHOBHOW TPYMITbI
Y TPYMIbl KOHTPOJIsl (310pOBble AeTH) B Bo3pacte | roaa
cocrabuna 11,76+0,22 wu 11,53+0,26KTr COOTBETCTBEH-
Ho, cpenHuit poct — 74,8710,98 u 75,13+0,58cm coot-
BercTBeHHO (p>0,05). He BbisiBIeHO pasiauyuii Mo Ipe-
MOpOUIHOMY (DOHY WU ajUIeprMuecKoil HaCTPOCHHOCTU.
Yacrora snuzonos OPBU Obuia nmpuMepHO OIMHAKOBA:
1,37+0,32 1 1,27£0,3 (p>0,05). OmHako TpoOLeHT Oak-
TepuanabHbiX ocjioxHeHnit OPBU co ctopoHbl O6poHx0-
JerouHoii cuctembl v JIOP-opraHoB y neteii ¢ mepuHa-
TajibHON OnuuteliHa—bapp BupycHoli uHbekuuein ObLT
nmocToBepHO BhIe: 83,5 m 60% cootBercTBeHHO (p<0,05).
Takast cutyalusi IMKTOBaIa HEOOXOAUMOCTb TPUMEHEHUS
aHTMOAKTepUaTbHOM Tepanuu, KOTopasi UCIOJIb30Balach
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Puc. 3. OcobennocTn Tedenus: paHHero HEOHATAILHOIO MepH-
o1a y JeTeii C mepuHATAIbHOU Dmmreiitna— bapp BUpycHO# HH-
tbexumeii.

* — p<0,05; ** — p<0,01.

B KOMIUJIEKCHOI Teparnuu ocjioxkHeHHoro TeyeHust OPBU
y HeMHGULMPOBAaHHBIX TNanueHToB B 1,3 pasa pexe,
yeMm y ieTell C nepuHaTaibHOi uHbekuueir: 70 npoTus
91,7% cootBetcTBeHHO (p<0,05). Xapakrep OCIOXHE-
HUI B CpaBHUBAEMBIX TpyMax ObLT MIPUMEPHO OJMHAKOB:
Ha NIEPBOM MecCTe ObLJIM OPOHXMTHI, 3aTEM OTUThI U THOM-
Hble TOH3W/UIMTBI, pexe MHeBMOHUU. [lomyentocTHol
JuMbaneHUT UMeJ MECTO y OJHOro pedeHKa ¢ nmepuHa-
TabHOI DniureiiHa—bapp BUpycHoIi MHMeKLMe.

3AKJIIOYEHUE

Takum 06pa3oM, MHGULIMPOBAHHOCTb BUPYCOM DIIII-
TeitHa—bapp XeHIuH hepTUIbHOTo Bo3pacTta MpuoImxa-
etcs K 100%, mpruyeM Kaxmast TpeThsl OepeMeHHast UMeeT
CYOKJIMHMYECKN TEKYIIUH aKTUBHBIA WHGMOEKIIMOHHBIN
npoiiecc. YacTota BCTpeYaeMOCTH TMepUHATAILHON Orm-
mreitHa—bapp BupycHo# mHMekn mocturaet 17,4%,
YTO 3HAYUTEJbHO TPEBBILIAET BCTPEYAEMOCTb BPOXKIEH-
HOW IMTOMeTajoBUpycHOM wuHbpekmu — 0,5-2,5%.
[Ipu oTCYyTCTBUU B KPOBU HOBOPOXXIEHHBIX KAIICUITHBIX
IgM s pelieHus1 Borpoca O MepuHaTabHOM MHOUIIU-
pOBaHUU TpedyeTCsl AMcnaHcepHoe HaboneHue 1o 1 roaa.
ITpu oTCcyTCTBUM PETUIMKATUBHON aKTMBHOCTU BHUpYyca
Ha MOMEHT POXJIEHMS MepuHaTalibHas DmniuteiiHa—bapp
BUpYCHasT MHGEKIMS He UMEET THITMYHBIX KITMHMYECKUX
MPOSIBJIEHUH, HO MOBBILIAET PUCK OCTIOKHEHHOTO TEUEHUSI
OP3 Ha nepBoM roay xu3Hu. Peanuzaius nepuHataibHOR
OnureitHa—bapp BUpycHOI MHMEKIIMU OCYIIECTBIISIET-
cs TIPU HATMYMU y MaTepu aKTUBHOTO WHQEKIIMOHHOTO
mpolrecca u gocturaet 65,5% c¢ hopMUpoBaHUEM K IOy
>KWU3HU JIAaTeHTHOM (popMbl. Puck nepuHaTaibHOro nHbu-
LIMPOBAHUS BbILLIE Y XEHIIMH, MPOXUBAIOUIMX B ropoje,
HWMEIOIIUX BPEIHbIE TPUBBIYKU U OCIIOXKHEHHOE TEUEHUE
6epemeHHOCTH. PakTOPOM pHCKA Y MaTepeil ¢ XpOHMU-
yeckoit dmiuteitHa—bapp BupycHoit uHdeKuuen sBisi-
ercst Bo3pact crapiiue 30 1eT M XpOHUYECKUIl TOH3UJUIUT
B aHaAMHe3e.
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OPUITNHAJIbHBIE CTATbU HACJIE4ACTBEHHbIE BOJIE3SHU

Cungpom Noxancona—bim33apaa

J.C. banesa, FO.M. Kaean, JI. Y. Jlanunviuesa, C.D. baam
Hay4Ho-nccnenoBaTenbCKnii KNMMHNYECKUIA MHCTUTYT neanatpum, Mocksea
Johanson—Blizzard syndrome

L.S. Baleva, Yu.M. Kagan, L.1. Danilycheva, S.F. Bluth

Research Clinical Institute of Pediatrics, Moscow

ITpeacTapBienbl JaHHbIE TUTEPATYPbI H COOCTBEHHOE KIMHMYECKOe Ha0/ToieHne pebenKa ¢ peKuM reneTideckum cunapomom Ho-
xaHcoHa—bim33apaa. Ocodoe BHMMaHMe yle/leHO KIMHUYECKHM MPOSIBJIEHUAM 3200/eBaHNSA, XaPAKTEePHbIMH NPU3HAKAMU KOTO-
POro SBJAIOTCS MHOXKECTBEHHbIE MOPOKHM Pa3BUTHUSA: BPOXKIAEHHAS IK30KPUHHAS HEAOCTATOYHOCTh, AHOMAJIMH YeTIOCTHO-TUIEBOI
00JacTH, OPraHoB ciayxa u 3penus. I1pu npoBeaeHNH MOJIEKY/ISIPHO-TeHETHYECKOTO HCCIeI0BaHNS 00HAPYKeHA paHee He OMMCAHHAS
mytauus reda UBR1. Ilpencrasnen nuddepeHumnaibHbIi JUarH03 JAHHOTO CMHIPOMA U NOJJMKOMIIOHEHTHAS Tepanus, BKJII0Yaomas
JeueOHOe muTaHue U hepPMEHTHYIO TePANMIO NOKI3HeHHO. KaTamHecTHuecKoe Ha0moIeHNe B TedeHre 7 JIET BbISIBIIIO MOJI0KHUTEb-
HYI0 JMHAMHUKY 00ILero coCTOsHUA peGeHKa.

Karouesgwie crosa: demu, opgannsie 3a60aeeanus, cunopom Moxancona— bauszapoa, nankpeamuueckas Hedocmamo4yHoCmy, HOPOKU
paseumus.

The authors give the data available in the literature and their clinical observation of a child with Johanson—Blizzard syndrome, a rare
genetic disorder. Particular emphasis is laid on the clinical manifestations of the disease, characterized by multiple malformations,
such as congenital exocrine insufficiency and abnormalities of the maxillofacial region and the organs of hearing and vision. A mo-
lecular genetic study detected previously undescribed UBRI gene mutation. The paper describes the differential diagnosis of this
syndrome and multicomponent therapy involving clinical nutrition and enzyme therapy during life. A seven-year follow-up revealed

positive changes in the child’s general condition.

Key words: children, orphan diseases, Johanson— Blizzard syndrome, pancreatic insufficiency, malformations.

CI/IHJIpOM Moxancona—bnu3zapna  XapakTepusyet-
cs TaHKpPeaTU4ecKoil HeIO0CTaTOYHOCTBIO C MHO-
>KECTBEHHBIMU TTOPOKAMU Pa3BUTHS W HAHU3MOM. DTOT
CHHIPOM OTHOCHUTCSI K PEIKUM 3a00JIeBaHUSM W BIIEp-
Bble ObUT onmcaH Moxanconom n Bnuszapnom B 19711
Kak cremyer w3 maHHBIX JuTepatyphl [1—16], mmeercs
onucaHue He 6oJiee 50 ciydyaeB poXACHMS AeTeil C JaH-
HBIM CHHAPOMOM. B OTe4ecTBEeHHOW JMTEpaType MBI
He BCTPETUIM CBENEHWU O TaKMX IManueHTax. Jnar”o-
cruka cuHapoma MoxaHcoHa—Bnu33apna  BBI3BIBAET
GoJThININe 3aTPYTHEHUS HEe TOJIBKO M3-3a ero KpaltHe peli-
KO BCTPEYaeMOCTH, HO M B CBSI3W C BO3MOKHBIMU MHO-
TOYMCIICHHBIMU TTPOSIBJICHUSIMU, KOTOPBIE BCTPEYAIOTCS
B Pa3JIMIHBIX COUCTAHUSX.

3abosneBaHue oOycioBaeHO Mytauueil BreHe UBRI
Ha JJIMHHOM I1Jieue XpoMocoMbl 15—15q14-21.1 (OMIM

© Konnektns aBTopos, 2014
Ros Vestn Perinatol Pediat 2014; 1:62-65

Anpec 115 koppecnonnenun: banesa Jlapuca CrenaHoBHa — 1.M.H., Ipod.,
PyK. OT/ieJ1a paIMallMOHHOMI 9KomnaTonoriuu nrerckoro Bospacta HUKHU
reauaTpun

Karan FOnust MuxaiiioBHa — K.M.H., CT.H.C. TOTO e OTae/ia

JanumnsrueBa JIto60Bb UBaHOBHA — CT.H.C. TOTO Xe OT/eNa

Bnar Csetnana ®PpaHLeBHAa — K.M.H., Bpauy-raCTpO3HTEPOJIOT OTIEICHUS
racTPOIHTEPOJIOTUU U SHIOCKOITMYECKUX METOIOB MCCIIEIOBAHHSI TOTO Xe
YUPEXKICHUS

125412 Mockaa, yi1. Tangomckas, a. 2

243800). INaToreHes He yTouHeH. TuIl HacaenOBaHUS ay-
TOCOMHO-PELIECCUBHBIN.

Ecam riepednciissTh CUMIITOMBI, KOTOpbIe HaO 00N
pasHble nCCIeN0BaTeN! Y MAMEHTOB ¢ cuHapoM MoxaH-
coHa—bnm33apma, To mepevyeHb WX OKa3bIBACTCS JTOCTa-
TOYHO JJIMHHBIM: CUHAPOM MajibabCcoOpOLIMM BCIIEACTBUE
5K30KPUHHOM HEMOCTATOYHOCTH TIOIKETYIOTHOM XKete-
3bl, BPOXICHHBIN TUITIOTUPEO3 B Pe3yJIbTaTe TMIOTUIA3UU
IIATOBUIHOM 3Kele3bl, HU3KUI POCT, MUKpOLehaTus,
nedeKThl CKaJlbIla, peIKKUe BOJOCHI, KPyroBast ajoreiys,
WCKpUBJIEHUE JI0a, pacilerHa TyObl 1 Heba, Cy>KeHHBIN
HOC, TUIIOIIA3MsT KPbLIbEB HOCa, 3afepKKa B IIPOPE3bI-
BaHUU WIKM POCTE 3yOOB, MEJIKME KapyuO3HbIe 3yObl, aHO-
MaJiisi Pa3BUTUSI CJIE300TBOMASIINX TMyTEi, MbIIICYHAsT
TUITIOTOHUSI, CEHCOHEBpaJbHasl TJyX0oTa, He(EeKT MeX-
MPENCEPIHON  MJTM MEXCKETyTOYKOBOM  ITePETOPOIKH,
TMEKCTPOKApAMs, CTCHO3 JIETOYHOTO CTBOJIA, TPAHCIIO3M-
LIVST MATUCTPAIbHBIX COCYIOB, OTCYTCTBHE WJIW TUTIOTLIA-
3UST CeJIe3CHKM, TOJIMCITICHUS, TUAPOHEDPO3, aTpe3nst
WY CYXXEeHUEe aHyca, BJaraJullHO-IPIMOKUIIICUHbBIA
CBUIN, BJaraJuIIHAs Teperopoaka WM TUIPOMETPO-
KOJIBITIOC, MaJIEHbKUIA TIOJIOBOM YJieH, KPUIITOPXU3M, 3a-
JIepXKa TCUXUYECKOTO pa3BUTHUSI, TPOMOOLIMTONEHUS,
MHCYJTMHOPE3UCTEHTHOCTD, TUIIO- VJIK THUIIEPIIIMKEMMUSI.

OmHako BeIyIIUM CHMIITOMOM SIBJISIETCS 9K30KPUH-
Hasl MaHKpeaTuyecKas HelocTaTouYHOCTh. Mopdosiornye-
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CKOI OCHOBOI JaHHOW MAaTOJOTUU SIBJISIETCS] 3aMelLeHUE
allMHApHON TKaHUW TMOJXKEJTyI0YHOI Xee3bl XKUPOBbIMU
KJIETKaMU MTPU OTHOCUTEBHOM COXPaHHOCTU CTPYKTYPhI
u GyHKUMM MHCyasipHOro anmnapara. Kpome toro, ume-
€TCs1 TMIIOTEe3a, UTO HapyILIEHHOE KUILIEYHOE BCAChIBAHUE
MPOUCXOIUT BCJIEACTBUE YMEHbILIEHUS] MPOAYKIIMU BCEX
MaHKpeaTnyeckKux GepMeHTOB (JIMnasbl, aMUiIa3bl, TPUII-
cuHa). B GuonTare TKaHW IIUTOBUAHON XKeJe3bl HAXOMST
KpYIHbIE (HOJTUKYJIbI C KOJJIOUIHBIM CONEPXKUMBIM.

B HacrosiiieM coo011eHU MBI IpeacTaBiisieM coOCT-
BEHHOE HabJIIoeHNe MALMEeHTa ¢ CMHApoMoM MoxaHco-
Ha—bnu33apna. BriepBbie pebeHok nmoctynui B JleTrckuii
HAayYHO-MPAaKTUYECKUI LIEHTP MNPOTUBOPAIUALIMOHHOM
3amuThl MockoBckoro HWUW nenuatpuu u neTckoi xu-
pypruu B 2006 .

M3 cemeitHoro aHamHe3a  M3BECTHO, 4TO Opak
HE KPOBHOPOJCTBEHHbIN. Poautenn wumenu KOHTAKT
C PaJMOAKTUBHBIM TOIUIMBOM. Y Marepu AUAarHOCTUPO-
BaHa MAaTOJIOTHUS XEeTyI0YHO-KUIIEYHOTO TPAKTA (SI3BEH-
Hasl 60JiIe3Hb XeJyaKa), CepAeYHO-COCYIUCTON U dHIO-
KpuHHOM cucteMm. OTell ¢ MOMEHTa pOXIEHUSI peOeHKa
C CeMbell HE KMBET, CBEICHUIA O €r0 3JI0POBbE HET.

ManpuvK OT YeTBEPTOii OEPEeMEHHOCTH, BTODPBIX
ponoB Bcpok. OTmnepBoii OGepeMeHHOCTH (OT MEPBOTO
Opaka) y MaTepu POAWJICS CblH, KOTOPOMY B HACTOsIIIEe
B Bpemsl 27 JieT, cTpanaeT OpoHXMaabHON acTMOU U BpO-
JKJIEHHON CEHCOPHOM TYyroyxocTblo. Bropast u TpeTbst
0epeMEHHOCTU OT BTOPOTo Opaka 3aKOHUYMJIUCH BbIKU-
NIpIIIaMU Ha paHHUX cpokax. HacTosiniasi 6epeMeHHOCTD
npoTekaga Ha oHe aHemMuu c HedponaTvueil nepBoi
U BTOPO¥ TMOJIOBUHBI. Ponbl B cpok, dusnosornyeckue.
Macca Tena nipu poxxaenun 3220 r, nvHa 51 cM, olieHKa
o 1ikajne Anrap 7/8 6amnos. [1pu poxneHuu Obl1 nuar-
HOCTHMPOBAH MOPOK Pa3BUTUSI YEJTIOCTHO-JIULIEBOI 00J1a-
CTU: He3apallleHUe TBEPAOrO W MSITKOro Heba, BepXHel
ryonl. C mepBbIX MecsleB XU3HU HaOIoaalach HU3Kasi
npubaBka B Macce U pocTe: B3 Mec XM3HM macca Teja
3740 1, nnuHa 54cMm, B 1 rog — 7150 r 1 66 cM COOTBETCT-
BEHHO (T. €. 3a MEePBbIA TOJ] XXKU3HU MAJIbYMK BBIPOC BCETO
Ha 15cMm). OTMeuanoch TakXke OTCTaBaHUE TEMIIOB MO-
TOPHOTO Pa3BUTUSI: HaYasl JAepKaTh TOJOBY B 7 MEC XKU3-
HU, culeTh K 11 Mec XKU3HU, XOOUTh B 2,5 rona.

Y ManbuuKa C MepBbIX JHEH XU3HU HaOII0naIuCh
cje30TeueHue, MepUoANYecKre THOWHbIE BbIICICHUS
u3 m1a3. JluarHocTupoBaHa aHOMAaJIMs Pa3BUTUSL CJI€30-
OTBOIAILUNX ITYTEH.

C poxneHusi y pebeHka Ha ()OHE TPYIHOIrO BCKap-
MJIMBaHUsI, COEBbIX U IPYTHMX CMeceil OTMeUasicsl OOUIb-
HBI BOASHUCTBLIA HEIEPEBAPEHHBIN CTYJ C IPUMECHIO
>KMpa U CJIM3U, B KOIporpamme — crearopesi 1-ro u 2-ro
tinoB. B 4,5 Mec XXu3HU peOeHOK BrepBbie ObLT 00Ce-
noBaH B Pecny0iMKaHCKOM JEeTCKOM KIIMHUYECKOM 00JIb-
Huue B TatapcraHe. boii 3anono3pen cunapom LBaxma-
Ha — /[laiiMOHIa, TJIaBHBIMU TMPOSIBJICHUSIMU KOTOPOTO
CJIyXKaT BPOXIEHHAsI HEAOCTATOYHOCTh MOJXKETyJOYHOM
>KeJie3bl ¥ TeMaToJIOTMyecKre OTKJIOHEHUsI — yYallie Bce-

Banesa JI.C. u coaem. Curnpom Voxarcona— Bmssapaa

IO aHeMMsS W TPOMOOITUTOIIEHMSI, peXe MaHIIUTOIICHMS.
C 7 Mec xu3HM pebeHOK Habmwomancst B PecryOnukaH-
CKOH JeTCKO# KIMHWYECKOU O0oiabHUIlE B MoOCKBe, Tle
cuaapomM [lIBaxmana—/laiiMoHIa OBUT MCKITIOUEH B CBSI-
3W C OTCYTCTBUEM KOCTHBIX W TeMaTOJIOTUICCKUX Hapy-
MEeHU, XapaKTepHBIX Ui JaHHOTO cuHApoma. Kpome
TOTO, OBUI WMCKITIOUEH MYKOBUCIIWIO3, ISl KOTOPOTO
TUTIMYHA BPOXICHHAS SK30KPWHHAS HETOCTaTOYHOCTH
TTOKETYMIOYHON 3KeJie3bl, TOTAa KakK Yy pebeHKa OTCYT-
CTBOBJIM OPOHXOJIETOYHBIC TPOSBIICHUS W TTOBBIIICHUE
YPOBHSI XJIOPUIOB TI0Ta, TPUCYIIAE MYKOBUCIIAIO3Y.
B nanbHelieM pebeHOK HadmoaaIcs ¢ TuarHo3oM: Bpo-
KIeHHasl TTaHKpeaTnJeckasi He0CTaTOYHOCTh, CHHIPOM
HapyIIeHHOTO KWIIIEYHOTO BCACHIBAaHUS.

BriepBbie auarHo3 cunapoMa Moxancona—ban3sap-
na B aekabpe 2001r ObUT 3aM0J03peH TEHETUKOM B Hayy-
HO-KOHCYJIFTATUBHOM  OTHEJICHUU MeanKo-reHeTude-
ckoro HayyHoro 1ieHTpa PAMH. TaM xe OblJ10 Ha3HAYeHO
negeOHOoe TuTaHue «HyTpusoH» u (hepMeHTHBIN Mpemna-
pat KpeoH B MaJjibix go3ax 1o 25 000 EJI B cytku. Ha atom
¢doHE YMEHBIIWJINChL CUMIITOMbI 3a0o0JieBaHUs: 00U
B XKMBOTE W PBOTA CTaJIM OTMEYATBCS PEXe, TMOSIBUICS
0(OPMJICHHBIH CTYJI, PeOCHOK CTaJl IPUOABISITh B Macce.

B xiinHuky JeTcKOoro HaydyHO-INpPakKTUYeCKOTo LIeH-
Tpa MIPOTUBOPATUAITMOHHOM 3aIMTHl MaJTbUUK BIIEPBBIE
moctymt B 2006 . B Bo3pacte 8 jieT. [Ipu mocTyruieHumn
MPEIBSIBISUTACH XAJIOOBI Ha TIepUOIMIeCKIe OOTU B XKHU-
BOTE, TOITHOTY, HEIepeBapeHHBIN CTYJ, HEIOCTaTOd-
HyI0 MpUOaBKy B Macce TeJia, MONepXUBaHUS U TOITaa-
HHE MWINNA W XKATKOCTH B ITOJIOCTh HOCA, CIIE30TCUCHME,
MOBBILIEHHYIO yTOMJIsieMOCTb. Torga macca pebeHKa
coctapisia 19kr, 4to ObUIO HUXKE 25-TO MEPLEHTUI,
apoct — 118cM, uTo TakKe HUXE 25-TO MEPUEHTUJIS.
WHTtennekT pebeHKa ObLT COXpaHEH, MaJIbuUK 00yJasics
B 00111e00pa30BaTeIbHOM IIKOJIE.

ITpu ocMoTpe obpaniaiv Ha ceds BHUMaHKWE CTUTMBI
I33MOpUOTeHe3a: BEICOKas IMHUS J10a, peaKre BOJIOCH,
YYaCTKU THE3THOM aJIoNeIuy B 00JIaCTH TEMEHU C pyo-
II0BO-M3MEHEHHOMN KOXei, TUITOIUTa3usl KPBUIbEB HOCa
W CY>KEHHBIN 3alleMJIeHHBI Hoc. KoXHbBIE TTOKPOBBHI
YUCTBIC, OJIEMHBIC, MHOXECTBCHHBIC TOCICOIEPaIMOH-
HBIe pYOITBI B 00JIaCTH BEpXHEH TYOBI, CMIUHUIHBIC MeJ-
KHe Kapuo3Hble 3yObl. A3bIK 00J10KEH OEbIM HAJETOM.
Jlumdoysznbl B nepenHeit meliHoi rpymre a0 0,7x0,5cwM,
B IPYTUX TPyMIax — MEJKUe, eIMHUIHbIC. B TeTKux mbI-
XaHWe BE3WKYISIPHOE, TTPOBOMUTCST BO BCE OTHEINBI, XPU-
1moB HeT. TOHBI cepiila OTYCTIIMBBIC, PUTM TTPABWIILHBIN.
YacTora cepreyHbix cokpaieHuit 80 B MUHYTY. ApTepu-
anpHoe napieHue 110/70mm pT cT. ZKUBOT MSTKuUii, 60-
JIE3HEHHBII TIPY TTAJIBITAIIMY B STTUTACTPATBHOM 00J1acTH,
touke Meito — PoGcoHa, Touke xeuHoro 1y3bips. [le-
YeHb y Kpas peOepHoOii TyTH, cele3eHKa He MMaTbIIupyeT-
cs1. Ctyn 2 pasa B CyTKH, CBETJI0-KOPUYHEBBIN, KallIUIIE-
o6pasupiit. CumnToM [lacTepHAIIKOTO OTPUIIATETHHBIN
cobeux cTopoH. MouencnyckaHue 0e300JIe3HEHHOE.
[TooBoe pa3BUTHE ITO MY>KCKOMY THITY.
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ITpu obcnenoBaHuM B KIMHUYECKOM aHaln3e Kpo-
BM B TMHAMHUKE JTBAXKIBl OTMEUAIach TPOMOOITUTOTICHUS
(113+10°/1, nopma 150—500 « 10°/;1), ocTajmbHBIE TTOKa-
3aTeNId B IIpenesiax BO3PACTHOM HOPMBI. AHATN3 MOYH
0e3 naTojioruu. B 6MOXMMHUYECKOM aHAIU3€ KPOBU: MO-
BBINIIEHNE YPOBHS IIEJI0YHOMN docdarTasbl 1 JaKTaTIeT -
JporeHa3bl. AMIIIa3a KPOBH, AMAacTa3a MOYM B TIpeaeax
HopMBI. [Ipu cepr KONPOJIOTMUYECKUX WCCIEIOBAHMMN
BBISIBJISLIACH TIepeBapeHHast KJieTyaTka W BHEKJIETOUHBIN
KpaxMas B HeOOJIBITIOM KOJIMYECTBE.

ITo maHHBIM YJIBTPa3BYKOBOTO MCCIICIOBAHUS OpTa-
HOB OPIOIITHOM TTOJOCTY TTOKETYI0YHAs JXejle3a YBelr-
YeHa, IMapeHXWMa HEOMHOPOMHAs 3a CYeT 30H pa3iind-
HOW WHTEHCUBHOCTU. M3MEHEHUI IPYyruX BHYTPEHHUX
OpPraHOB OPIONTHOM ITOJIOCTH U TMOYeK He 0OHapYXEeHO.
MarnutHo-pe3oHaHcHass Tomorpadusi (MPT) opraHos
OPIONTHOM TIOJOCTU TIATOJIOTUM CO CTOPOHBI TIOIKEITY-
TIOYHOM KeJie3bl He BBISIBUIIA.

YuuteBass coxpaHsouecs OOMW B XKHMBOTE, IIe-
PUOIUIECKYIO PBOTY, TOMEPXWBAaHUSI, MAJIBUYMKY ObLIA
mpoBeficHa (GhuOP0330(haroracTporyoIeHOCIOHOCKOITHSI,
Ha KOTOPOU BBISBJICH KaTapaJbHbIN pedirtokc-330darur,
HEIOCTaTOYHOCTh PO3ETKU KapIWU, TTaHTaCTPUT, 3epHU-
CTBIl OYJILOUT, TYOJeHOTACTPAIbHBIN pedItoKC U Iyoe-
HOCIOHUT C 3JIeMeHTaMH atpoduu ciausucroit. [lo maH-
HBIM DJKCIIPECC-TecTa Ha JJaKTa3HYI HeJO0CTaTOYHOCTh
ompezesicHa TUTIONIAKTa3us cpeaHeit Tsokectr. [1pu Mop-
(boormueckoM McciefoBaHUN TOIEH KUIIKU OTMEUEHBI
TIPU3HAKN HeCTIEITM(DUIECKOTO aTpODUUECKOTO CIOHMTA.

VaBTpa3ByKOBOE WCCIIENOBAHUE IMUTOBUIHOW Keje-
3Bl TIATOJIOTMYECKUX M3MEHEHUI He BHISIBUIIO, TOPMOHBI
IITUTOBUITHOM KeJe3bl B IIpemesiaXx BO3PacTHOW HOPMBI.
[To maHHBIM 3JIeKTpOKapAMOTPadUN 1 3XOKapauorpabun
TIPU3HAKOB TTOPOKOB cepiila He oOHapyxXeHo. 1o pe3yib-
TaTaM ayauorpaMMBbl KOHCTATMPOBaHA IPAaBOCTOPOHHSIS
HepOCeHCOpHasl TYroyxocTb 4-il creneHU. MabuuKy
OBUIa TIPOBEZICHa OPTOMTAaHTOMOTPaMMa, Ha KOTOPOiA OBLTO
BBISIBJICHO OTCYTCTBHE 3a4aTKOB TIOCTOSTHHBIX 3y0OB.

Ha ocHoBaHumn ocobeHHocTell (eHOTUIIA pebeHKa
(HUBKMIA pocT, nedeKThl CKaJbIla, PeIKUe BOJOCH, THe-
3IHAST AJTOTICIINS, TUTTOTLIA3MsT KPBITBEB HOCA, CYsKCHHBIHN
3allleMJICHHBI HOC), HAJIMIUS BBIPAXKEHHOUW BPOXKICH-
HOU 9K30KPUHHOW MTaHKPEaTUIECKOM HETOCTATOUHOCTH,
MBIIIIEYHOM TMTIIOTOHUM, aHOMAJUN Pa3BUTHUS CIIE300T-
BOISAIINX ITyTeU, BPOKIECHHON MPaBOCTOPOHHEU HEHpo-
CEHCOPHOU TYTOYXOCTH, CAMHUIHBIX MEJIKUX KapUO3HBIX
3y0OB, OTCYTCTBUS 3aYaTKOB ITOCTOSTHHBIX 3YOOB OBIT
ycTaHoBJeH cuHapoM MoxaHncoHa — bnuszapna.

B cBSI3M ¢ KOHTAKTOM POAMTENEH C PaTuOaKTUB-
HBIM TOIIMBOM OBUTIO TIPOBEICHO IIMTOTCHETHUYECKOE
obcienoBaHMe pebeHKa W MaTepu (OTell 00CIeIOBaHIIO
HenoCTyneH). Y pebeHKa BbISIBJCH MOBBILIEHHBIA ypo-
BEHb OJMHOYHBIX W MAPHBIX (DParMEeHTOB, TUIICHTPUKOB
Y TPAHCJIOKAIINI, YTO CBUIETEILCTBYET O CTPYKTYPHOM
HeCTaOMIIPHOCTA TeHOMa. AHAJOTUYHBIX W3MEHEHMM
y MaTepu He OTMEUCHO.

OPUITNHAJIbHBIE CTATbU HACJIE4ACTBEHHbIE BOJIE3SHU

B Hacrosiniee Bpemst Maibuuky 15 sieT. OH MOCTOSIHHO
HabJIoaeTcsl B HAILIEM OTIECJEHUU C €KErOfAHbIM K-
HUKO-J1a00paTOpHBIM oOcienoBaHreM. Macca pebeHKa
45k, poct 158,5cM. 3a mocienHue aBa roja MallbuUK
BbIpoC Ha 14 cM, mpubaBua B Macce 13 kn

3a UCTeKIIUii Meproj; OH HEOTHOKPATHO ObLT ONEPU-
pOBaH B OTHCJCHUN YETIOCTHO-JIUIIEBOMN xupypruu Poc-
CUICKOI JeTcKOoi KIMHWYecKol OonbHMIbI (MockBa)
110 MOBOLY BPOXIEHHOW CKBO3HOW pacCIleJIMHbI BEpPXHEN
ryobl 1 HeOa cieBa. [IpoBeneHO MHOTrO3TanHOE XUPYp-
ruyeckoe JieueHue — XeWoruiacTuka cjeBa, IMacThKa
MSTKOTO Heba, KOppEeKIMsS JTHAa HOCOBOTO XOHa, 30H-
NUPOBaHUE HOCOCJE3HOTO KaHajla clpaBa, YCTpaHEHUe
HEOHO-TJIOTOYHOM HEAOCTATOYHOCTH, TJIACTUKA HOCOBOIA
MEePETOPOJIKU C Pe3eKIMEN XpIeBON YacTu.

[To maHHBIM YJIBTPa3BYKOBOTO MCCJCIOBAHUS W KOM-
MTBIOTEPHOI TOMOTPadUH TTOLKETYTOUHOM XeJle3bl OTMe-
YyeHa oTpuuaTeabHast amHamuKa. Ecim B 2006 . Gblia BbI-
sIBJIEHA JIMILb HEOJAHOPOIHAsI ApEeHXMMa OpraHa, 3a CUeT
30H pa3HOI UHTEHCUBHOCTU, TO B 2010 . pu npoBeaeHnU
MPT oGHapyXeHbl TPU3HAKU XKUPOBOU TrUCTpodUu Nmos-
KeJyno4yHoit xene3bl. B Mapte 2013 . KoMNblOTEpHAs TO-
Morpadusi BBISIBUJIA OTCYTCTBHE TKAaHM ITODKETYITOYHOMN
KeJsie3bl U ee CyOTOTaTbHOE 3aMeIIeHUE XKUPOBOU TKaHbIO.

Pe6eHOK OBUT KOHCYIBTHPOBaH B THCTUTYTE TeHETH -
KU YeJoBeKa YHUBEPCUTETCKOTo rocnurtaist Maraedypra
(Tepmanust) mpod. M. Llenkepom. IlpoBeneHo MoJieKy-
JISIpHO-TeHeThYeckoe uccieaoBaHue rena UBRI y nipo-
0aHaa, ero CBOIHOro 6para (OT MepBoro 6paka mMaTepu)
U MaTepu.

VY Haitero 60sibHOTO ObLIA UACHTUDUIMPOBAHA KOM-
MMayHIHasl TeTePO3UTOTHOCTD IT0 IBYM M3MEHEHUSIM TIO-
cienoBatesbHocTel B 9k30Hax 10 u21. Dtu Bapuauuu
paHee He OOHapYXWBIU Yy MALUEHTOB C CUHAPOMOM
Noxancona—bmm3zapna. Tor ¢akT, 4To 06e OHM Hele-
THPOBAJIM VI M3MEHWIN BBICOKOKOHCEPBATHBHBIC O€I-
k1 UBRI, 3actapisieT npeanosoXuTb, 4YTO 3TU MyTalluu
CKOpee BCETO SIBIISIOTCA TPUYUHHBIMM, T.€. BBI3BATU
TTPOSIBJICHUSI CHHIPOMA.

Y Marepu u crapiiiero 6para ObUIM UCCIIE0BAHBI TE XKe
9K30HbI 10 1 21, u3MeHeHUs! ObLIM BBISIBJICHBI TOJIBKO
B ok30He 21. T.e. y HuX ObU1a OOHApYXEHA IeTEPO3UTOT-
HOCTb 10 OJJHON U3 UBMEHEHHBIX MOCeI0BATEIbHOCTEN,
UICHTU(DULIMPOBAHHON Yy MpobaHna. [eTepo3uroTHOCTh
no mytraiiu UBR1 cama no cebe, Kak M3BECTHO, HE Me-
eT GeHOTUITMYECKMX TTOCIIEeACTBUA. TaknuM 006pa3oM, BbI-
SIBJIEHHbIE U3MEHEHMUSI TTO3BOJISIIOT C O0JIbILION YBEPEHHO-
CTBIO YTBEpPXIaTh, YTO MaTh W CTApIIHMi OpaT SIBISIIOTCS
TeTepO3UTOTHBIMU HOCUTeNsIMU MyTauuu reHa UBRI,
OTBETCTBEHHOI 3a cuHApoM Moxancona—bnn3sapna.

B Hactosiniee Bpemsi peOEHOK MOCTOSIHHO TOJIy4YaeT
3aMeCTUTEeJIbHYIO Tepanuio KpeoHoM 175 000 EMl/cyT, nu-
tanue «Hyrpuzon» sneprus 2000 mi1/cyT ¢ noGaBieHUEM
6e3MOJIOUHBIX PUCOBOM M OBCSTHOM Kalll, KYpChl TUKBUI-
XKeHa (rperapaT CpelHeleNnoYeYHbIX TPUTIULIEPUIOB)
20 mi1/cyT.
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YuutsiBasi, 4TO NPU NMPOBEACHUU TIOCAEAHUX HUCCTIe-
JIOBaHUI OpPraHoB OpIOIIHOK TIOJIOCTH OBLIO BBISIBIIC-
HO cyOTOTaJbHOE 3aMellleHHEe KUPOBOM TKaHbIO TKaHU
MOKEIYTOYHON 3KeJIe3bl, Mbl PEIIMJIM TTOCTaBUTh BO-
MPOC O BO3MOXHOU TpaHCIJIAHTALIMU TIO/KETyI0YHOM
KeJie3bl. 7151 3Toro MajJibuuK ObLT MPOKOHCYJIBTUPOBAH
B DefepaIbHOM HAydHOM LIEHTpe TPaHCIUTAHTOJOTUU
uM. akagemuka lllymakoBa. TpaHcruianTauust Oblia pe-
KOMEHJIOBaHa B CJyyae [E€KOMIIEHCAIlMA COCTOSIHUSI.
Bruto nmpenyioxkeHo noaaepXuBaTh pedeHKa Ha 3aMeCTr-
TEJbHOI Tepanuu KPEeOHOM U CIIeLIMaIu3MpOBaHOM ITH-
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OPUITNHAJIbHBIE CTATbU KAPAQUWOJIOrns

Cepae4yno-cocyaucTbie HApylieHus y 00JIbHBIX X-CHEIIEHHOM MPOrpeccupylomei
MblleyHoii auctpodueis Imepu—Ipeiidyca

0.C. Iposnosa, JI.A. Xapaamos, C.b. Apmemvesa, I.E. Pydenckas, T.A. Adan, O.11. Pvixckosa

Hay4HO-nccnenoBaTenbCkuii KIIMHNYECKUI MHCTUTYT neguatpun; Meanko-reHeTndeckni HayyHel ueHTp PAMH, Mockea

Cardiovascular disorders in patients with X-linked Emery—Dreifuss progressive muscular
dystrophy

0.S. Groznova, D.A. Kharlamov, S.B. Artemyeva, G.E. Rudenskaya, T.A. Adyan, O.P. Ryzhkova

Research Clinical Institute of Pediatrics; Medical Genetics Research Center, Russian Academy of Medical Sciences, Moscow

IIpuBenensl pe3yabTaThl KIMHUYECKOTO HAOMIOAEHUS 5 00JIbHbIX ¢ reHeTHYECKH NOATBEPKAEHHbIM TMAarHO30M X-clenieHHoi ¢op-
™Mbl Muonatnn Dmepu—/Ipeiicyca. IIpu noaHOM OTCYTCTBHH KaJI00 CO CTOPOHBI CEPIEYHO-COCYAUCTON CHCTEMBbI N0 JAHHBIM Kap-
JIMOJIOTHYECKOT0 00C/IeIOBAHUS Y BCeX 0O0JbHbIX BbIsIBJIEHbI HAPYIIEHHS] PUTMA W MPOBOJMMOCTH CepALa: TpeneTaHue npeacepauii
— ¥ 3, HeycTOiuMBAsA CYNPaBEHTPUKYIAPHAS Taxukapausa — y 3, akcrpacuctosus 111 n Bbime rpaganum no Jlayny — y 3, arpuoBeH-
TPUKYJIsApHAs 0Jokana — y 4. /lunaranus npaBoro npeacepausi ObLia NaTOTHOMOHHYHBIM M CAMbIM PAHHUM NMPU3HAKOM TMOPAKEHUS
muokapaa. O0cyxknalTcs BONpochl 00c/eA0BaHusl, BeleHHs U JiedeHus: 00IbHbIX. OG0CHOBBIBAIOTCS MOKA3aHUS K UMILIAHTAIMM
3JIEKTPOKAPAMOCTUMYJIATOPA (MMILUIAHTHPOBAH Y 2 GOJIbHBIX) M MPEUMYIIECTBA MOHO(OKAJIBHBIX MO/IeJIel P AAHHOI HO30JI0THH.

Karueesvie cnosa: demu, npoepeccupyrowjas moiueunas oucmpous Imepu—/peiighyca X-cuyennennas, een smepuH, KAuHU4ecKue
CUMNMOMBL, KAPOUOMUONAMUS, AMPUOME2AAUS, HADYWEHIE PUMMA Cepoua, Hapyulerue npogoouMocmu cepoyd, 21eKmpoKapouo-
CMUMYASMOp, AeueHue.

The paper gives the results of a clinical observation of 5 patients with genetically verified X-linked Emery—Dreifuss myopathy. Hav-
ing no cardiovascular complaints, all the patients were found to have cardiac rhythm and conduction disturbances, such as atrial flut-
ter (n=3), unstable supraventricular tachycardia (n=3), Lown grade III or higher premature contraction (#=3), and atrioventricular
block (n=4), as evidenced by cardiological examination. Right atrial dilation was a pathognomonic and earliest sign of myocardial
damage. The paper discusses the examination, management, and treatment of the patients. Indications for implantation of a pace-
maker (implanted in 2 patients) and the advantages of monofocal models in this nosology are substantiated.

Key words: children, X-linked Emery— Dreifuss myopathy, emerin gene, clinical symptoms, cardiomyopathy, atriomegaly, cardiac
rhythm disturbances, cardiac conduction disturbance, pacemaker, treatment.

Hporpeccnpylomaﬂ MblllIeYHast AucTpodusi DMe-
pu—/peiipyca sBIAseTCS pPEAKUM TE€HETUUYECKU
JIETEPMUHUPOBAHHBIM  3200JIEBaHUEM, XapaKTepu3sy-
IOIIMMCS  MBbIIIEYHOR c1abocThio, aTrpodueidl MbIIILL
U pa3BUTUEM KOHTpakTyp [1]. TMMUUHBIM NaTTEPHOM,
oTMYamIIUM Muomnatuio OMepu—/Ipeiidyca ot apy-
X GOpM MPOTPECCUPYIOIINX MBITIICUHBIX TUCTPOGDUIA,
SIBJISIIOTCSI KOHTPAKTYPhl JIOKTEBBIX CYCTABOB, CUHAPOM
«PUTUAHON» CIUHBI, PETPAKIMS aXUJIOBbIX CYXOXWIUN

© KonnekTtue aBTopos, 2014
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U CepACYHO-COCYIMCTbIE HApYILIEHUs B OTCYTCTBUE BbI-
paXXeHHBIX TICeBIOTUNIEPTPOMGUN M YMCTBEHHON OTCTa-
jocTu [2].

BblinesneHo HECKOJIbKO BapuMaHTOB HAacAelIOBaHUS
muonatuu Dmepu—/Aperidyca [3]: X-cuerieHHbI (reH
emerin ureH FHLI); ayTOCOMHO-IOMUHAHTHbIN (TeH
LMNA; ren SYNEI;, ren SYNE2) u ayTocOMHO-peliec-
CUBHBIN (BO3MOXHO reH LMNA). B HacTosiiueit cratbe
Mbl TIPUBOJMM JaHHBIe 0 X-ClLIeTUIEHHO# (popme Goies-
HU, CBI3aHHOM C MyTallMeil reHa SMepUuHa.

HecMoTpst Ha sipkre KIMHUYECKUE TTPOSIBICHUS,
NUarHocTuka Muonatuu IDMmepu—dpeiidyca mist mpa-
KTUUYECKUMX Bpadell TPeICTaBIseT CIOKHOCTH BBUIY OT-
HOCUTEJIbHO TO3[HEro nedroTa 3a00seBaHuUsl, MPeBaIU-
POBAHUS CEPICUYHO-COCYIUCTHIX HApYIIEHW Ha paHHUX
craausix 00Jie3HU, OTHOCUTENbHO T0OpPOKAYECTBEHHO
TEKYIIIEr0 MUOTIATUISCKOTO CHHIPOMA, OTCYTCTBUS BbI-
PaXXEHHOTO TIOBBIIIEHUSI aKTUBHOCTU KpeaTuH(hOoCho-
KWHAa3bl ¥ IMEYCHOYHBIX (DepMeHTOB B KpoBW. OmHAKO
CBOEBpEMEHHAasl MOCTAHOBKA JUarHo3a TakuM OOJIbHbIM
Heo0XoMMa, MOCKOJIbKY UMEHHO CepACYHO-COCYTUCThIE
HapyIIeHUS SBISIOTCS KU3HETUMUTUPYIOIIUM KITUHU-
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Iposnosa O.C. u coasm. CepeqyHO-COCYUCTbIE HAPYIIEHHS Y OOMBHBIX X -CIIETUICHHOIL. .

YeCKUM CHUMIITOMOM [4—6], TIpUBOISAIIINM K BHE3AITHON
cepleyHol cMepTh Ha poHe NOOPOKAYECTBEHHO TEKY-
1IEro MMOMaTUYECKOro CUHAPOMA, YTO TPEOYET OCOOBIX
MOJXOIOB K BeAICHUIO 00JIbHOTO [7].

AKTYyaJIbHOCTb BOMNPOCAa BHE3AIHOM CEpleuHOl cMep-
TH Y 3TUX TAIIMEHTOB XOPOIIIO WLTIOCTPUPYET TOT (DaKT,
YTO MOpaXeHUEe CEePHeYHO-COCYTUCTON CUCTEMBI, TPH-
BOJsIIIEE KJETATbHOMY MCXOAY B CEMbsIX C JoOpoKaye-
CTBEHHO TEKyIIIell Muomnarueid, 6bUT0 omrcaHo Ha 60 et
paHbIIle, YeM BblIeIeHne Muommatuu Dmepu—/petidyca
B oTne/bHYI0 Ho3osoruto [§]. C 1987 1. Hanunuue Kapauo-
MUOTIATHH, a TAKXKE HapyIIeHW PUTMa W TIPOBOAMMOCTH
cepIia sIBISIeTCST OMHUM M3 KPUTEPUEB TUarH03a MUOTIa-
™ Dmepu—/Ipeiidyca [9, 10].

B cBeTe cka3aHHOTO YPe3BBIYAHO BasKHBIM CTaHO-
BUTCSI TIONOOp MEIMKAaMEHTO3HOW M OCOOCHHO aHTH-
APUTMHUYECKOU Tepammuu OOJBbHBIM, OTHAKO ITyOJIMKa-
IIMY Ha 3Ty TeMY B HayIHOU JIMTepaType MPaKTUIeCKU
OTCYTCTBYIOT. [0 HACTOSIIIIETO BpeMEeHU HayJYHBIC TPY-
ITBI YBEPSIIOT, YTO KapAUOMHOTIATHUS, HAPYIICHUS] pUTMA
U IPOBOJMMOCTH cepniia npu X-cluerjJeHHol dopme
0oJie3HU HaAOMIOAAIOTCSI TOJBKO B BO3pacTe cTapiie
20 ner [11].

[IporHo3 [Ist XKU3HM TIpU BeeX (hopMax MUOIUCTPO-
¢uii HednaronpusTHeil. [lpu X-cueruieHHON ¢opme
muonatun Dmepu—/peitpyca ucciaegoBaHue Iopaxe-
HUSI CEPIEYHO-COCYAMCTON CHUCTEMBI OCYILIECTBISIOCH
TIPY eAMHUIHBIX HAOTIONEHUAX, a TakKKe WMeeTcs ITy-
Oonukaiusl ¢ HaOmoneHueM S5 maiueHToB [12]. ABTOpbI
COOOIIATTN O BBISIBJICHUW KU3HEYTPOXKAIONINX apUTMUI
Y HapyLUeHU MPOBOAUMOCTU cepaua, TPpeOyoIuX K-
TpeHHOI Koppekuuu [3, 13, 14], B To BpeMsi KaK Haju-
yye KapIMOMMOITATUU B yKa3aHHBIX ITyOIMKAIIASIX M-
ckytupoBasioch. Kazanoch, 4TO JOCTOMHBIM BBIXOAOM
13 TIpOOJIEMBbI OyIeT TIpeBeHTUBHASI MMIUTAHTAIIAS Kap-
MUOCTUMYJISITOpa  TPU OpamguKapAUTHIecKux  opmax
HapylIeHWs pUTMa | IMPOBOAMMOCTH cepala | aecu-
OpwLIsITOpa TMpU TaxuKapauoTuuyeckux ¢opmax [15].
OpHako 1Mogo0HOe OnepaTUBHOE JIeYeHNE HE UMENIO OJI-
HO3HAYHOTO TMOJIOXUTENbHOTO 3G deKTa: B OTACIbHBIX
HaOJII0eHUSIX ObLUIO MOKAa3aHOo, UTO JIEKTPOKAPIAUOCTU-
MYJISITOP He cracaeT OOJbHOIO OT BHE3aIMHOM cepaeyHo
CMEPTH M3-3a XKeJTYTOYKOBBIX TAXMAPUTMUI, 2 BO3SMOXHO
1 TIpoBOIIMpYeT ux [16]. MupoBoe COOOIIECTBO TIEPEILIO
Ha UMILUIAaHTalUIO KapauoBepTepa-nehuopuIsaTopa Ta-
KUM OOJBHBIM, HO 0Ka3aJloCh, YTO W IPU UMIUIAHTHUPO-
BaHHOM HOpPMaJIbHO paboTalolleM KapauosepTepe-aedu-
OpWILISITOpEe MOXET HaOI0AaThCsl BHE3AMHAsI CepleuHast
CMepTh Y OOJIbHBIX C JaHHOM Ho3osiorueii [17, 18]. Takum
00pa3oM, TTIOHSITHBIX M OMTHO3HAYHO 3(D(EKTUBHBIX ITyTeH
MpeA0TBpalleHUs BHE3AMHOU cepieuHON cMepTH y 00JIb-
HBIX MPOTPECCUPYIOLEN MBILIEYHON aucTpodueit Dme-
pu—/peiidyca Ha HacTOsIILIEl MOMEHT HET.

[To mTaHHBIM JTUTEPATYPHI, TPOSIBICHUS TOPAKCHUS
MPOBOAAIIEH CUCTEMBI cepaua JeOITUPYIOT B IIO3AHEM
MOJAPOCTKOBOM Bo3pacte [19] wiau rocie BTOpoit aeka-

nbl >ku3Hu [11]. BHauane umeer MeCcTo 9KCTPaCUCTOHS
OOBIYHO C Y3KHMM, HO BO3MOXHO U C IIMpokuM QRS-
KOMILJIEKCOM Ha (poHE MPOrpecCUpyIoliero CHUXEHUS
BoJibTaxa 3youa P u ynimHenust uatepsana PQ [20—22].
PazBuTtHe aTproOBEeHTPUKYJISIPHON OJTOKaAbI SIBJISIETCS TH-
MUYHBIM MPU3HAKOM Mmuoratun OMepu—/peridyca. Ee
CTEIEeHb MOCTENEHHO YCYTyOIsieTCs 10 MOJHON OJ0KabI.
Ha no3nHux cragusix mosiBisieTcst UAMOBEHTPUKYJISIPHBIA
PUTM BCJIEACTBME Napajvdya Mpeiacepauil. AMILTATYAA
3y6ua P npu 3TOM nporpeccuBHO cHMxXaeTcs [21].

Takum 006pa3oM, OTIIMYUTEILHOM 0COOEHHOCTBIO MU -
ormatun Omepu—/peiidyca siBisieTcs nmpeBaaMpoBaHUe
MaToJIOTUM  CepJEYHO-COCYIUCTON CUCTEMBI B OOl
KJIMHUYECKOU KapTuHE 3a00JieBaHMsl, Ne0I0T cepleyHO-
COCYAMCTBIX HapyLIEHUIl MOXeT HaOJogaThCsl 10 BO3-
HUKHOBEHUSI KJIMHUYECKU TIPOSIBISIEMON MBIIIEYHOM
cnaboctu. MIMeHHO TmopaxxeHWe CepAeyHO MBbIIIIbI
U TIPOBOJISIILIEN CUCTEMbI CepAlla CIYXUT HauboJjiee ya-
CTOM TMPUYMHON JIeTAJIbHBIX MCXOMO0B. B romasisioiieM
OOJIBILIMHCTBE CJIy4aeB TPUUMHONW CMEPTHU SIBJISIIOTCS
>KU3HEYrpoXalolne HapylleHUs] pUTMa U IMPOBOIUMO-
CTU WM CeplieuHasi HeAOCTaTOYHOCTh BCJENCTBUE pPa3-
BUBIIIeHiCS KapauoMmuonaTuu. Tem He MeHee ITpoOJIeMbl
paHHEe TMarHOCTUKU U JISYEHUS] CepAeUHO-COCYIUCTBIX
HapylleHui y 00JIbHbIX MuonaTueir dmepu—/Ipeiidyca
OCTAIOTCSl HEPEIIEHHbIMU.

XAPAKTEPUCTHUKA JIETEI 1 METO/IbI
NCCJIENJOBAHNUA

IIpyBoaMM KIMHWYECKOE HAOIIOACHME 3a TPYIIoi
OONBHBIX (#=35) CTEHETUYECKU ITONTBEPKIECHHBIM TH-
arHo3oM X-CIEIJIEHHON TMpOrpeccupylolieii Mbllied-
Hoil nuctpodbun Dmepu—/Apeiidyca. UcxoqHo B rpyn-
Iy BKJIIOYEeHBI 6OJIbHBIE B Bo3pacTe oT 6 10 11 1et. Cpok
HabmoaeHust coctaBuia ot 3 1o 18 ner. Bcem GosibHBIM
OCYIIIECTBIISIIOCh  MOJICKYJISIPHO-TEHETUUECKOEe HCCIIe-
JIOBaHWE, TIPW KOTOPOM OblJla BBISIBJICHA MYTallMsl TeHa
sMepuHa. BceM GOTbHBIM TIPOBENEHO KapAMOJIOTHYECKOE
o0cienoBaHne, BKIIIOYABIIEe 3JIeKTpoKaparorpaduo,
XOJITEPOBCKOE MOHMTOPHMPOBAHUE, MOMIUIEPIXOKAPINO-
rpacdmyeckoe uccienoBanre. Yacrora HaOMIONCHUS CO-
crapuia 1 pa3 B 3—12 mec. CraTucTuyeckuii aHaJIu3 pe-
3yJIBTATOB 3aTPYINHEH M3-32 MAJIOTO KOJTMYECTBA OOIBHBIX
B TPYIIIIE, OMHAKO ISt HO30JIOTMH CO CTOJTh HEOOIBIIOMN
pacTpoCTpaHEHHOCThIO JaXke OIucaTeIbHOe HaOIome-
HHME KaXJOro ciaydass MMeeT IPaKTHUYeCKOoe W HaydHOe
3HAYCHHE.

PE3VJIBTATBI

Bo3spacT nebroTa KIMHMYEeCKUX CUMITTOMOB 3a00J1eBa-
HUSI, TabOpaTOPHO-UHCTPYMEHTAIbHBIE M aHAMHECTHYE-
CKUe€ TaHHbIe TIPUBEICHBI B TAOJIUIIE.

JunaTtanus MpaBoOro TPeAcepAus SIBIISIaCh CaMBIM
paHHUM CHMIOTOMOM TMOpaXeHus MuoKapaa y HabJio-
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TABITUXCS TIAITMEHTOB ¢ X-CIeTUIEHHOM (hopMoit MuoTia-
i OMmepu—peiidyca. [To Mepe ee mporpeccpoBaHUs
CHMXKAaJlach aMILTIMTY/A BoJIbTaxa 3y01ia P BIUIOTH 10 MOJI-
HOTO €TI0 MCUe3HOBEHUsI Ha TTO3MHMX CTaIusIX 3aboieBa-
HMs. MexaHnJecKasl CHCTOJIa TPaBOTO TIpeACcepausl Tak-
Xe ocilabeBaia B IMHAMUKE, YTO MOXHO OBIJIO 3aMETHTh
TIO TTPOTPECCUPYIOIIEMY  YMEHBIICHUIO — TPencepaIHOMN
BOJIHBI JIOTITIJIEPOBCKOTO TIOTOKA Ha TPUKYCITUIATEHOM
KJIaTiaHe.

OCOOEHHOCTBIO Pa3BUTUSI KapAMOMUOMNATUU Y OOJIb-
HBIX SIBJSUTOCH TIPEUMYIIECTBEHHOE TTOpakeHNe TPaBhIX
OTZEJIOB Cepila: MEepBUYHO TOpaXkajaoch MpaBoe Tpel-
cepaue B BUJE BBIPAXEHHOW IPOTPECCUPYIOLIENA auiiaTa-
n. OYHKIMS TPUKYCITMIATBHOTO KJIallaHa OCTaBajlach
VIOBJICTBOPUTEIBHOM. YMEpeHHasl MUjaTalys TOJOCTH
MpaBOTO Xeynoyka Habmomarach y 80% IalmeHToB.
Ha panaux cragusix 3a6oneBanus y 60% OONBHBIX BBI-
SBIISIACh HEOOJBIIIasi CHMMETPUYHAsT HEOOCTPYKTHUBHASI
runepTpodusi MUOKap/a JIEBOTO XKeTyJouKa.

Ha campIXx paHHMX 3Tamax IMOpPaXeHUs CKeJCTHBIX

OPUITNHAJIbHBIE CTATbU KAPAQUWOJ1IOrNs

MBI (KOTga GOJIbHbBIE elle He KaJOBaJIUCh Ha MbIIIIeY-
HYIO0 C€J1a00OCTb, HO MMEJMCH KajioObl Ha TYrOMOJIBUX-
HOCTh JIOKTEBBIX CYCTaBOB, TPYAHOCTH TPU XOXICHUU
Ha IITKax, orpaHWYeHue CTUOaHUs TOJIOBBI) Y BCex Ma-
LIMEHTOB YK€ BBISBJISIMCH MPU3HAKK CHHApOMaA ci1abo-
CTU CHYCOBOTO y3J1a: OpaguKapavst, MUTPALIMs BOAUTEIS
pUTMa cepaua, may3bl pUTMa, MPEeBHIIIAIONINE BO3PACT-
HyI0 HOpMY, aTaKKe 3aMeIlaloliie PUTMBL. B crammm
BBIPAXXEHHBIX KIMHUYECKUX TIPOSBICHUN 3a00JIeBaHUS
(Korma TPHMCOSMUHSUTACH KaJIOOBl Ha CIA0OCTh MBIIIIT
IJICYEBOTO TI0sica, TPYOHOCTH ITIPHM BCTaBAaHUU C TTOJIa)
10 TAHHBIM KapIUOJIOTUIECKOTO 00CIeTOBaHUST OBIITH
BbIsIBJIEHBI 9KcTpacuctonus [11 u 6onee rpanaunu no Jla-
YHY, TPaH3UTOpHOE TpereTaHue TMpenacepauii (Opamgu-
¢dopma), mepuoabl y3JI0BOrO pUTMa, Iay3bl puTMa ObLIU
2—3 c u 6onee. Ha aToit cranuu 6oibHOMY Ha3Havajach
aHTHMApUTMMYECKasT Tepamusl I10 MOKa3aHUsSIM, a TaKXke
TIPOBOAVJIOCH OTIpeIe/ICHUE MMOKa3aHWI K MMITIaHTAIII
3JICKTPOKAPANOCTUMYJIATOPA W OCYIIECTBIISIACh  €T0
YCTaHOBKA.

Tabauya. Knuaudeckue u 1a60paTOPHO-MHCTPYMEHTAIbHBIE IAHHbIE Y GOILHBIX ¢ X-Clen/IeHHoi (GopMoii MaonaTHn

DOmepu—/Ipeiiyca

BonpHoit 0.0. PA. L. TA. LCA.

Ton poxneHust 1985 1983 1986 1996 2004

Myraiius reHa ins4bpnt229 ins 12 bp + del c.187+1G>A c.266- ¢.655C>T(GIn219Stop)

aMepuHa 2bp nt 72 1delgGCTACAA

3abosieBaHue B + (mams) — — — + (mams)

CceMbe

Bospacr yctaHoB- 11 8 11 15 6

JICHUS AMarHo3a

MUOMATUH, TOIBI

Je6r0T KOHTPaKTyp, 10 ? 9 12 6

TOJIbI

Je0I0T CepIeIHbIX 11 9 10 11 6

HapyILIeHUH, TOIbI

DNeKTpOKaparO- + — — + —

CTUMYJISITOD

Tpeneranue npen- + — + + —

cepaui

CyIpaBeHTPUKY- A — — A i

JISIpHAst TaXUKapAMsI

KenmymoukoBast I\Y 111 v 11 11

SKCTPACUCTOIIHS

(cTemeHb 1o JlayHy)

ATpPUOBEHTPUKY- I1—III I—II 11T — I

JIsIpHast 6JioKaga

(cTemneHb)

CuHKOIS Hert Her Her Her Her

Kanoosl co cTopo- Her Her Her Her Her

HBI Cep/la

Coumanuzamnust OKOHYMIT KOJI- OKoHYMTT OkoHumn Koji-  OKOHYWI KOy ~ YUWTCSA B IIKOJIE (OYHO)
JIeIX; paboTaeT KOJUTEK JIeIX; paboTaeT; (ouHO)

2KE€Hart, €CTb 104Yb
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Iposnosa O.C. u coasm. CepeqyHO-COCYUCTbIE HAPYIIEHHS Y OOMBHBIX X -CIIETUICHHOIL. .

3AKIIOYEHHUE

B 1eniom, HabrOMas B IUIMTETBHOM KaTaMHe3¢e TPYITITY
00JIbHBIX ¢ X-CLEeIIeHHOI hopMoit MruonaTuu OMepu—
Jpeiidyca, Mbl BBISIBUIM CJIEAYIOIINE 3aKOHOMEPHOCTH:

1) mojiHOE OTCYTCTBME Kajio0 Ha OLIyIIeHWEe HEepUT-
MUYHOTO cepAreOreHns (Ipy IepBUIHOM OOpalieHn
HE MPeabsBISI HA ONUH 00JIbHOI);

2) OTCYTCTBUME CUHKOMAJIbHBIX COCTOSIHUN (HE Ha-
O10aJIOCh HU Yy OTHOTO OOJILHOTO HM Ha KaKOW CTaauu
3a00JIeBaHMSI);

3) xopouiasi NIEPEHOCUMOCTb (PU3NUYECKUX HATPY30K:
Bce HaOmomgaeMble OONBHBIC 3a BCe BpeMsl KaTaMHe3a
COXpaHSUIA CITOCOOHOCTh K CAMOCTOSITETBHOM XOmIbOe,
MTOIBEMY T10 JIECTHUIIE, TIOCEHICHUIO 00pa30BaTeIbHBIX
YUpekIeHU 1 (IT0 BO3pacTy) K OOIIETOCTYITHOMY TPYIO-
YCTPOMCTBY, HECMOTPSI HA MUOTIATUIECKUI CHHIPOM;

4) y Bcex OOJIbHBIX HAOIIOOAIOCh ITPOTPECCUPOBAHME
Opamukapauu ¢ Bo3pactoM. OmHAKO pPe3KUX W3MEHe-
HWI1 9aCTOTHI CEPICYHBIX COKpAIIeHWI He HabIIonaIoch
HM Y OTHOTO OOJIBHOTO 3a BpeMsT KaraMHe3a. CHIDKeHUe
YaCTOTHI CEPICYHBIX COKPAIIICHUH IT0 JAHHBIM XOJITePOB-
CKOTO MOHUTOPUPOBAHUS OBLIO IJIABHBIM, YTO TIO3BOJISI-
JIo HabJoaaTh 60JILHEIX 1 pa3 B 6 Mec;

5) aTpMOBEHTPUKYJIsIpHAas 610Kaa HU Y OHOTO 00JIb-
HOTO He cTajia CTOMKO MOJHOM (3-ii cCTeneHn) Ha MOMEHT,
MoKa BU3yaym3aiys 3yoia P Obuia ele BO3MOXHON;

6) TpemieTaHWe TIPEACEePIUid Y TTOMABISIONIETO 0OJTb-
mrHCTBa (Y 2 U3 3) OOJbHBIX ObUIO TPAH3UTOPHBIM B Te-
YeHUe CYTOK. Y OMHOTO OOJIBHOTO HOCWIIO Oojiee CTOi-
Kuii xapaktep. TpemeraHue Tpeacepanii KynmrupoBaJIoCh
Mpy Ha3HaYeHuU JieueHust. OqHaKko Bcerna Habstonancs
pEIUANB, HECMOTPSI Ha PETYJISIPDHBINA TIPUEM aHTHAPUT-
MHYECKOTO TTperapaTa;

7) y Bcex OOJNBHBIX HaOMomaIach Mporpeccupyromnas
aTpUOMeTaIisl  TIPaBOTO  TIpenacepaunss (MaKCHUMAaJbHO
1o 90 MM B mmaMetpe), KOoTopasi, OJHAKO, He COMpPOBO-
Kaanack TpoMO0ooOOpa3oBaHMEM B MPAaBOM IMpencepaIun
IO MOMEHTa WMMIUTAaHTAIlMN TIPENCEPIHOTO 3JIEKTPOoaa
Kapauoctumyistopa. [locie UMITIaHTaIMKM KapauoCTH-
MyJIITOpa y Bcex (IBYx) OOJbHBIX Ha 2JeKTpomax obpa-
30BBIBAINCH TPOMOBI, KOTOPBIC BITOCIEACTBUM Ha (hOHE
KOPPEKIINK J03bI BapdaprHa oI KOHTPOJIEM TToKa3aTe-
151 MHO opraHu3oBbIBalUCh Y HE IPUBOAWIN K TPOM-
605M00mu. CToib BbIpaXkeHHasl aTproOMerajiusl He Co-
MTPOBOXIATACh HENPUSITHBIMU OIMYIICHUSMHM B CEPIIIe
1 He TIPUBOIMIIA K MOSIBJICHUIO CUMIITOMOB 3aCTOMHOM
CepIeyHON HeOCTaTOYHOCTH.

8) IMIUTAaHTAIMSA  KapaIuOCTUMYJISITOpa TIPUBOJIMIIA
K YAYYIICHUIO CYOBEKTUBHBIX OIIYIIEHHWI OT IMepeHOCH-
MOCTH (bU3MYECKOU HATPY3KW U CYOBEKTHUBHOMY VJIyd-
IIEHUIO Ka4eCcTBa XXU3HU Y BceX 00bHBIX. OMHAKO TToce
MMIUIAaHTAIIMN KapAMOCTUMYJIITOpAa aKTWBHBIC KaIOOBI
Ha HEpUTMUYHOE cep/ilieOreHne NPeabsBIsLIN 00a 00J1b-
HBIX, Y KOTOPBIX paHee MoJ00HbIE Kalo0bl OTCYTCTBOBA-
JIA, ¥ 3TO MOTPeOOBATIO MEAMKAMEHTO3HON KOPPEKITUH,
U3MCHEHUS TIapaMeTPOB CTUMYJISIIIMM Y OTKITIOUCHUSI

MPeACEePAHOTO JEKTPOA.

IIpobnaema JjeyeHUs] KapAuajdbHBIX HapylleHU
y OOJIbHBIX C MPOrpeccUpyiolleil MbIIIEYHON IUCTPO-
dueit Omepu—/peiidyca ocraeTcss TpyaHOU 3amayeii.
JleyeHue kapaMOMUONATUU, HAPYIIEHUI pUTMa U MPO-
BOJMMOCTU ceplla Npu X-cuerjieHHoi ¢dhopMe MUo-
natuu Omepu—/Ipeiidpyca oOBIYHO 3aKIIOYaeTCs B Ha-
3HAYCHUW KapIMOIPOTEKTUBHOM Teparmuu (MHTUOUTOP
aHTMOTEH3MHIIpeBpalamnero @epmMeHTa), mnoaodope
AHTUAPUTMUYECKUX MPENapaToB U CBOEBPEMEHHON UM-
TUTAaHTAlUUU DJIEKTPOKAPAUOCTUMYJISITOPA MPU HATTUIUU
nokazaHuii [23].

HaznaueHue aHTHApUTMUYECKON Tepanmuu OOJIbHbIM
C JAHHOI HO30J0TUEN 3aTPyOIHEHO B CBA3M C YaCThIM
HaJIMYMEM MPOTUMBOIOKAa3aHUN K OTAEIbHBIM (a MHOTAA
U KO BCEM) KJIaccaM aHTUapUTMUKOB U3-3a MEPCUCTUDPY-
I01lIeH BBIPAKEHHOU Opamukapauu, MPOAOJIKUTEIbHBIX
rnay3 puTMa, aTpUOBEHTPUKYJISIPHON OJ0Kaabl 2-i U 3-ii
CTEIEeHU, MEPUOJIOB Y3JI0BOTO pUTMa U TpeTieTaHusI TIpeI-
cepauit.

IMockonbKy npu X-cliemyieHHON ¢dhopMe MuomnaTtuu
Omepu—/peiidyca npoaoKuTeIbHbIE May3bl CEPAEYHO-
ro put™a (y 60% 60MbHBIX B UHTepBaje 4,3—7,2 ) v 3IH-
30/lbl BBIPDAXXKEHHOW Opanukapiuu MNpOTeKaloT Oeccum-
NMTOMHO, UMILJIAHTALUSI KAapAUOCTUMYJISITOPA KU3HEHHO
Heo0XoIMa TaKUM OOJIbHBIM.

MMnnaHTaumst  3/eKTPOKapIAUOCTUMYJISITOPA  BCEM
00JIbHBIM Ha MOMEHT MOCTAHOBKM AMArHo3a X-clUerieH-
Hoii hopmbl Muonatuu dmepu—/peidyca npeacrasisi-
€TCsl HE BIIOJIHE TMPaBOMEPHOi, MOCKOJbKY, MO HallUM
HaOJIOICHUSIM, HaJIMYME 3JIEKTPOAOB KapAUOCTUMY-
JIATOpa B MPaBOM MpPENCEPIUU U XKelyqouke O0JIbHOro
MPOBOLIUPYET HAIKETYTOUKOBbIE U XKETYI0YKOBbIE apUT-
MWW, 9TO TpeOyeT Ha3HAYCHMS] aHTUAPUTMHMUYECKUX TIpe-
MapaToB YacTO B BBICOKMX JO3MPOBKAX (a HEPEIKO KOM-
OouHauuu npenapatoB). [ToaToMy orepatuBHOE JieueHUE
JIOJIKHO OBITh Y€TKO OOOCHOBAHHBIM CO CTOPOHBI Cep/iey-
HO-COCYJIMCTON CUCTEMBI.

IIpu BEIOOpE MoOmEIM 3JIEKTPOKAPAUOCTUMYJIATOpA
cienyeT OTAaTh MPEANoYTeHUEe MOHOGMOKAIbHBIM MOJIE-
JISIM (C UMIUIAHTUPYEMbIM 3JIEKTPOAOM TOJIBKO B XKeJTya10-
9eK), MIOCKOJIbKY «CIIeTKa» TPeICepaIHO-KeTyI0YKOBOTO
MpoBeIcHUsI Y OOJIbHBIX JAHHOM HO30JI0TMEN CyllecT-
BYET TPaH3UTOPHO: W3-3a Mporpeccupylouiero Gpuoposa
MpaBoro TMpencepausi JeKTpuyeckass U MexaHuyeckast
CHUCTOJIA TIPaBOTO TIpelncepausi IMOCTENEHHO 3aTyXaeT
y Bcex naiueHToB. [Tocie pa3oOiieHust mpeacepaHo-xe-
JIyIOYKOBOTO MpOoBeeHUs1 (GYHKIIMS JIEKTPoa B M0JI0-
CTU MPaBOro Mpeacepausi He OyaeT UMETh MPaKTUIYEeCKO-
o CMbICJIa, YTO MTOCTaBUT BOIMPOC OO €ro OTKJIIOYEHUHU,
HO IEUMIUIAHTUPOBATh 3JIEKTPOJ HE MPUHSTO, acam
¢akT HaJIM4YMS MHOPOIHOTIO TeJia OyleT CIIocoOCTBOBATh
TpoMO000OpPa30BaHUIO HA HEM U TPOBOKALIMSIM apUTMUIA.

BeposiTHO, Bciiyyae KOMOMHAUMM >XU3HEYTpOXKaro-
IUX TaXUKAPIUTHUECKUX W OpamdKapIUTHYSCKUX Ha-
pYLUIEHUI pUTMa cepjua caelyeT pelaTh BOIpoc 00 UM-
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IUIAaHTaMKM KapauoBepTepa-aedudpwuisgTopa. OgHako
5TOT BOINPOC TPEOYeT JaTbHENIINX UCCAENOBaHUN U OJ-
HOBPEMEHHOTO Ha3HaUYeHMsI aHTHMapUTMHUYECKOM Tepa-
M, TIOCKOJIBKY YacTOTa BO3HUKHOBEHUS TIOJTUTOITHBIX
TaXMapUTMUN Y OOTBHBIX BEJMKa, a YacThle cpabaThiBa-
HUS 1epUOpWIIATOpa HECOBMECTUMBI C YIOBJIETBOPH-
TEJIBHBIM Ka4eCTBOM XW3HU OOJIEHOTO.
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BeicTponporpeccupyomas HIHONATHYECKAS JEr0YHAS ApTEPHAIbHAS TMIIEPTEH3UA
y peOeHKa

J.U. Cadvikosa, H.H. Qupcosa, A.A. Jlobanuxun, A.E. Karunuuesa
KasaHckuin rocyfapCTBEHHbI MEONUMHCKIUI yHUBEPCUTET; [leTckas pecnybnnkaHckas knmHmuyeckas 6onbHuua, KasaHb
Rapidly progressive idiopathic pulmonary hypertension in a child

D.I. Sadykova, N.N. Firsova, A.A. Lobanikhin, A.E. Kalinicheva

Kazan State Medical University; Children’s Clinical Hospital, Kazan

JIMarHOCTHKA W Tepanus JEerovYHoi apTepuaibHOi IHNePTEeH3NH Y 1eTeil — OJIMH U3 0CTPO CTOSIIINX BONMPOCOB 31paBooxpaneHuss PO
B HacTosiue 1uu. Llens paGoTbl: omicanne KIMHAYECKOH KAPTHHBI, JUATHOCTUKH U JIeYeHUs 32001eBaHNsI, 2 TAKKE NONBITKH CIe-
uUYECKOii Tepanuu y NAUEHTKH ¢ ObICTPONPOrpecCUpyIOieil HIMONATHYECKOI JIeTOYHO# runepTeH3ueil, XpOHMYeCKoi cepey-
HOW He0CTATOYHOCTHI0. K cokasiennio, Ha HACTOSIINIT MOMEHT HeT MAHAIEH JJIs JiedeHus AeTeil ¢ NaHHoil naToJorneid. OmHAKO
COBpeMeHHble MeMKAMEHTO3HbIe MOAXO0/bI C UCNOIb30BAHHEM NMPENnapaToB crenpuyeckoii Tepanuu (AHTATOHUCTBI PeLENTOPOB
9HI0TEJIMHA, UHrMOUTOPBI hoconuacTepassl THNA 5, NPOCTANIAHANHBI) U MX KOMOMHALMIA OTKPLIBAIOT NepcnekTHBbI 3(deKTuBHO-
T0 Jie4eHHsI 0OJIbHDBIX M YTyYIAIOT MPOTHO3.

Karouesovie crosa: demu, necounas apmepuanvras eunepmeH3ius, GHMA2OHUCMbL pey,enmopos IHOOMeAUHa, uHeuoumopst gpocghodusc-
mepa3zvl muna 3.

The diagnosis and therapy of pulmonary hypertension in children are now one of the current acute health problems in the Russian
Federation. The purpose of the study was to describe the clinical picture, diagnosis, and treatment of the disease and to attempt
to perform specific therapy for rapidly progressive idiopathic pulmonary hypertension and chronic heart failure. Unfortunately, there
is now no panacea for treating children with this abnormality. However, current medicamental approaches using specific therapy
drugs (endothelin receptor antagonists, phosphodiesterase type 5 inhibitors, prostaglandins) and their combinations offer prospects

for the effective treatment of patients and improve prognosis.

Key words: children, pulmonary hypertension, endothelin receptor antagonists, phosphodiesterase type 5 inhibitors.

TepMnH «JIero4yHasi TUTIePTEH3UsI» OOBbEIUHSET TPYII-
nmy 3abojeBaHUM, XapaKTepU3YIOIIMXCSl Mporpec-
CUPYIOLIMM  TIOBBIIIEHUEM JIETOYHOTO  COCYIMCTOIO
COIPOTUBJICHUSI, KOTOpOE TIPUBOAMT K PA3BUTHIO TMpa-
BOXEJIyTOUYKOBOW CEepAeYHONM HEAOCTAaTOYHOCTU M Mpe-
KIeBpeMEeHHOM rubenu mauueHTos [ 1]. Jlerounas rumnep-
TEH3USI MOXKET OBITh UAMOIATUYECKOI, KOT/Ia YCTAHOBUTh
MPUYUHY TIOBBIIICHUSI JABJICHUsI B JIETOYHOW apTepuu
He yaaeTcs, WU CBSI3aHHOW C IpyruMM 3a0ojieBaHUsI-
Mu. B ocHOBe MepBUYHOI1 JIETOYHOI T'MITEPTEH3UU JIeXKaT
OpraHMyYeckue M3MEHEHMSsI BJIETOUYHBIX COCylax, IMpH-
BOJSIIIME K MOBBIIIEHUIO JIETOUHO-COCYIUCTOTO COIpPO-
TUBJICHMS U IaBJICHUSI B MaJIOM Kpyre KpoBooOpalleHus
MPU COXpPAaHEHUN HOPMAJILHOTO «JIErOYHO-KaIWIISIPHO-
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CKOW pecIy0IMKaHCKOM KITMHUYECKOM OOTbHULIBI

420138 Kazanb, OpeHOyprckuit TpakT, a. 140

POCCUNCKNIA BECTHUK NMEPUHATOJIOMN U NEAVATPUU,

ro» gapieHus [2, 3]. JlerouHasi runiepTeH3usl pa3BUBaeT-
Csl TP Pa3IMYHbIX 3a00JIEBAHUSIX, TAKUX KaK CUCTEMHAsI
CKJIEpOllepMUsI, BpOXIEHHbIE TOpoku cepaua, BUY-
uHdexuus u np. [4, 5]. PacnpoctpaHeHHOCTb JIErOYHOI
TUIIEPTeH3UU B oOLIeit momyasiuuu coctasisier 20—50
Ha 100 000 HaceneHus.

Y GONbHBIX JIETOYHOW TUIEepTeH3Ued He3aBUCUMO
OT 3TUOJIOTUU 3200J1€BaHUS TAaTOMOPGOIOTUYECKUE U3-
MEHEHUSI CXOAHBI C TAKOBBIMU Y O0JIbHBIX C UIUOMATUYE-
CKOM JIETOYHOM apTepUalbHOM TUIIEPTEH3UEN U XapaKTe-
PUBYIOTCS Cy>KEHUEM JIETOUHBIX COCYNOB, TUNepTpodureit
HUX CTeHKU, (UOPO30M 1 TPOMOO30M UHTUMHI in situ. Tu-
MUYHbIE CUMIITOMbl — HapacTarolliasi ofblKa npu Gu-
3UYEeCKON Harpyske, yTomJsieMocTb U ooMopoku. Kiu-
HUYECKHUE CUMITTOMbI HecleLIUDUUHBI, TOSTOMY IMATHO3
4YacTO YCTaHABIMBAETCS MO3IHO (10 3 JIET mocje NnosiBie-
HUSI CHMIITOMOB), UTO 33/I€PXKUBAET afleKBATHOE JIEUEHUE
U MIPUBOAUT K YXYIILIEHUIO mMporHo3a. [lpeacrapisiem
HUCTOPUIO 00JIE3HU MALIMEHTKU C UAMOMATUYECKOM JIeroy-
HOW apTepuaabHOM TMIIEPTEH3UEN.

boavhas A., Bo3pact 2 roga 6 Mec Haxoouach B Kap-
JIMOJIOTMYECKOM oTaeeHuu JeTckoi pecryOauKaHCKOoi
KJIMHWYecKoi OonbHMII MuH3apaBa Pecriyonvuku Ta-
TapctaH. PebeHok poauscst oT 3-i1 6epeMeHHOCTH (ZBe
npeabiaylie 6epeMeHHOCTH 3aBEPILIMIUCH UCKYCCTBEH-
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HBIM TMpepbiBaHKMEM), MNpoTekasileir Ha ¢doHe OPBU,
XPOHWYECKOW (heToruralieHTapHOI HEZOCTaTOYHOCTH,
XPOHUYECKOW BHYTPUYTPOOHON TUITOKCHM ILIONA, Ma-
JIOBOJMSI, CPOYHBIX CaMOTIPOM3BOIBHBIX pOIoB. Macca
ipu poxxnennn 3610 1, mmHa Tema S53cM. C Bo3pacra
1 Mec Haxomuiach Ha UCKYCCTBEHHOM BCKapMIIMBaHUMU.
Ha nepBoM ronmy Xu3Hu y pebeHKa oTMevaiach Ijioxast
pubaBKa Macchl Tejla, KoTopas B 1 Tom XW3HM cOCTa-
Bwia 8700 r. [IpoduiakTuyeckre MPUBUBKU MPOBEAECHbI
no rpacduky. Peakuusi Manty — orpuuarenbHasi. Ha-
CJIEZICTBEHHBIIT aHAMHE3 TT0 CEPICYHO-COCYTUCTON TTaTO-
JIOTUY HE OTSITOIIEH.

ITpu npoBeneHuun B Bo3pacre 1,5 Mec axokapauorpa-
by BBISIBIICHBI HEIOCTATOYHOCTDH TPEXCTBOPYATOTO KITa-
rmaHa 1-i cTeneHu, HEIOCTaTOYHOCTD KjlaraHa JIeTOYHOM
apTepuu 1-ii cTerneHu, OTKPhITOE OBAIbHOE OKHO 2,7 MM.
Ha OKI' 3apeructpupoBaHbl OTKJIOHEHUE DBJIEKTpUYE-
CKOI OCH cepalia BIpaBo, HapyIIIeHNWE ITPOIIECCOB PeTio-
Jpusanu. B Bo3pacte 2 JieT [eBoYKa Havdasia IocemaTh
NETCKUI caj, TIe, CO CJIOB MaTepH, ObLIa MHEepTHA, Ma-
JIOAKTUBHA, TIPEATIOYUTAIa CUIETh OTHA, B UTPHI, TPEOY-
ore GU3NMIECKOi aKTUBHOCTH, He urpasia. B Bo3pacte
2 et 3 Mec MOSIBWICSI TOCTOSIHHBIN CyXo# Katiesb. Yepe3
2 Mec MaTbh Havyajia OTMevaTh y peOeHKa [IMaH03 HOCOTy0-
HOTO TPEYroJbHUKA TIPU (PU3MIECKO Harpy3Ke, IPUCOo-
eMMHWIACH BBIPaXeHHAs CJIa00CTh, BSUIOCTH, OIBIIIKA,
JIeBOYKA TIPeIIoynTaa CUAeTh 1 JIeXKaTh.

Ha done nporpeccupoBanust xanod 31.07.12 pedeHok
OBUT TOCTTUTATM3UPOBAH TI0 MECTY KUTEIbCTBA. [1pu mmpo-
BEEHUY 3XOKapauorpachuy BEISIBICHBI YBeJTMUEHUE TTpa-
BBIX OTIEJIOB Cepilia, TPU3HAKHU JICTOYHOW TUTICPTEH3MH,
TUITEPKUHE3 MHUOKapaa, HETOCTaTOYHOCTb TPEXCTBOpYA-
TOTO KjamaHa 1-if ctereHu. Bo Bpems rocrurammzaiiuu
Ha (hoHE SMOITMOHATIBHOTO HATIPSTKEHYS TTPY TTPOBEICHUI
WHBEKIINY Y peOeHKa OTMEUEH BITepBbIe BOSHUKIITNI CUH-
KOTTAJTBHBIN TTAPOKCHU3M C TOJIOBOKPYKEHUEM, IIMAaHO30M,
OCTAHOBKOW [IBIXaHUS. YUWMTBHIBas TSKECTh COCTOSTHMS,
peGeHOK OBLT TIepeBeIcH B KapMUOJIOTHYECKOE OTICICHIE
JleTckoii pecry0IMKaHCKON KIIMHUYECKOH OOJbHULIBI.

B otnenenue neBouka noctymnuia 02.08.12 B Bo3pacte
2roma 5 Mec c¢kajmobaMu Ha c1aboCTh, YTOMIISIEMOCTb,
TTOTJIMBOCTh, CYXOM Karresb. [Ipu MOCTYIIEeHUU COCTO-
sHUe TsKenoe. OTMEUEeHO OTCTaBaHWE B (QU3MISCKOM
passutuu, Macca Teaa 9700 1, anmuHa 84 cm. KoxHble nmo-
KpPOBHI OJICTHBIE, TTOBBIIIICHHON BIIAXKHOCTH, TIEPHOPOU-
TaJIbHbIe TeHU. [1OMKOXHBIN XUPOBOM CIO MCTOHYECH,
OTeKOB HeT. AprepuasibHoe napieHue 90/55MMm pT.CT.,
caTypais KpoBu 96 %. OnpIiika CMEIIaHHOTO XapakTepa
C YaCTOTOM JbIXaTeTbHBIX ABYDKeHUI 50 B MUHYTY. [paHu-
IIbl OTHOCUTEJILHOU 1 aOCOIIOTHOM CEepAEeYHOMN TYMOCTHU
3HAYMTENIGHO PACIIMPEeHBI, TIPEUMYIIECTBEHHO BIIPABO.
[Tpu aycKyasranuy otMevaaach yMepeHHas! TAXUKaPIus,
BBICITYIITBaJICS aklleHT 11 ToHa Ham JIerOYHOI apTepuei,
CHCTOJIMYECKUI IITYM TI0 JIEBOMY Kpato TpyauHbl. [TedeHnb
BBICTYIala M3-MoJ Kpasi pedepHoii ayru Ha 3cM. Cene-
3eHKa He MaJTbITUPOBAIACh.

OPUINHAJIbHbBIE CTATbU KAPAQUWOJ1IOrNs

B xmHMYecKOM aHaJIM3e KPOBU — YCTOMIMBAS TPOM-
oormroneHus (40—100+10°/1), cTabmIbHAsT THUITOIIPO-
TEWHEMUsI, TIOBBITIICHUE YPOBHS JIAKTATAETMIPOTCHA3HI
1o 510 E/n, oqHOKpAaTHO MOBBIIIEHHBI YpPOBEHb MO-
yeBUHbl 10 18,3 MMoib/n. TlpoBoauiacs MOHUTOPUHT
KUCJIOTHO-OCHOBHOTO COCTOSIHUSI W YPOBHSI 3JIEKTPO-
JINTOB KPOBU, T OTMEYAJIUCh CHIDKEHHBIC ITOKa3are-
JIV TIapLYaJbHOTO AABJIEHUSI KUCI0poaa 10 25 MM PT.CT.
1 YIJIEKUCIIOTO Ta3a, TMIIOHATPUEMMS, THUITOKATUEMHUS.
Carypamusi KpoBu Ha ¢hoHe oKcureHoteparmu 90—97 %
co cHikeHueM 10 80—86 % mipu ee oTcyTcTBUM. B 00111EM
aHaJM3¢e MOYM BBISABIICHA 3PUTPOLIUTYPUS 4—5 B IIOJE
3peHus1, B aHaau3e Mour o Heunnopenko — 23 750 kie-
ToK/MJ1. B cyrouHoit Moue ypoBeHb O6enka 0,88 r/.

YpoBeHb MO3TOBOTO HATPUIypETHUYECKOTO TICTITHIA
(NT-proBNP) 3HaunTenpHO MOBBIIIIEH — 7661,0 1ir/mot.
AHTHTENIa K TOKCOIITa3Me, BUPYCY KPacHYXH, IIMTOMeTa-
JIOBUPYCY B KPOBM OTPUIIATeSIbHBIC. AHTHTEIA K KapIro-
JIATIVHY, BOJTYAaHOYHBIN aHTUKOATYJISTHT HE BBISIBJICHBI.

[Ipu ipoBeneHUM  yIBTPAa3BYKOBOTO HCCIICIOBAHUS
rermaTooMINapHOi CHCTEMBI, TTOYEK OOHApYXEHBI Cie-
IYIOIIMEe W3MEHEHUs: yBEJIMYCHHUE TEeYECHM, TUIIEPIXO-
TeHHOCTb CTPYKTYPHI; YIUIOTHEHHWE YallleYHO-JIOXaHOY-
Hoil cucteMbl. Ha DKI — BbIpaXeHHOE OTKJIOHEHUE
3JICKTPUUYECKON OCH CepIlla BIIPaBO, BHICOKOAMIUIUTYI-
HbIl 3y0ell P, HapylleHue MPOIECCOB PEenoIsipu3alivu.
Ha peHTreHorpaMmme OpraHoOB TPYIHOM KJIETKU BBISIBIIC-
HBI yCWJIEHHE GPOHXOCOCYIMCTOTO PUCYHKA, 3HAYMTEITh-
HOE pacUIMpeHWe TeHM cepila IapooOpasHoil (HOPMEI
(puc. 1). BauHamuKe TmpoBeleHa TpaHCTOpaKajbHAas
axoKapauorpadwus (Taou. 1).

[ns onpenenieHnsT ToKaszaTesiel IIeHTpaJbHOM Te-
MOIVHAMWKHA W OIICHKY JIETOYHOU Ba30pEaKTUBHOCTHU
16.08.12 Obu1a MpoBeneHa KaTeTepu3alus IPaBhIX OT-
JIeJIOB cepjilla C oCcTpoit (papmMakoJIornyeckoi Ipoooit
c unransaumeit O,. PesynbraThl mokaszann 3HaYMTENBHOE
TTOBBIIIICHWE TABJICHWS B IIPaBBIX OTHENIaX CEpIlia, Co-
U3MEPUMOE C CUCTEMHBIM TaBJIEHWEM, TTpoba ¢ OKCHTe-

Puc. 1. PentrenorpamMma opraHos rpy/iHoii KJIeTKH 60IbHOI A.
YeuneHrie GpOHXOCOCYAUCTOTO PUCYHKA, 3HAUNUTEIbHOE paciivpe-
HUE TeHU cepilia, Cepalie apoodpa3Ho (hOPMBbL.
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Caovixosa JI. 1. u coagm. BricTporiporpeccupyionias UIMONaTHIecKas JIETOUHasT apTepuaibHas TUIIEPTEH3Ms Y peOeHKa

Tabnuya 1. Tunamuka nokasaTeneii TPaHCTOPAKAIbHOM 3X0Kapauorpadun 60/bHOM A.

TToka3zarenb JlaTa o6cenoBaHMs
02.08.12 (2 roza 5 mec) 23.08.12 05.09.12 (2 rona 6 mec)
ITpaBoe nipeacepaue VBenumyeHo VYBenuueHo VBennmuyeHo
JlnaMeTp mpaBoro 20 24 26
XKeJyIo4Ka, MM
CreneHb TPEeXCT- 3+ 3+ 4+
BOPYATOI perypru-
Taluu
CIJIA, MM PT.CT. 107 93 107
DB LXK, % 72 78 72
ITpumeyanust HTK. HKJIa HTK. HTK. HKJIa 3-ii crenenu. B mepukapae cBoOOAHASI XKUAKOCTh
HKJIa cjoeM Ha Bepxyike — 9,7 MM, 3a [12K — 7,4 mm

3akJioueHue: BbIpa’k€HHad JICro4yHas r’unepTeH3uA. 3HavyuTeIbHAs JujiaTaliyd IpaBbIX OTACJIO0B cEpalla. OtHocuTebHas
HEAOCTATOYHOCTDb TPUKYCIINAAJIbHOI'O KJIallaHa 1-i1 creneHu

Ilpumeuanue. CJAJIA — cucronmueckoe napieHue B ierodHoit aprepun; @B JIXK — dpakimst Beiopoca sieBoro xkenymouka; HTK — Hemoctarou-

HOCTh TpUKycnunaibHoro KianaHa; HKJla — HemoctaTouHOCTh KiamaHa jierodHou aprepun; [12K — mpaBblit Xerymodek.

Haluel okazajlach OTpuLaTeIbHOM (TabJ. 2). BoisiBieHa
BBICOKAsI JIETOYHAs TUTIepTeH3Us. [IpuHIMIUATEHBIM
SIBIIIETCST TIPOBENlEHWE TPOOBI C Ba30IMIIATATOPOM, TaK
KaK OTPUIATETBHBIN pe3yJIbTaT TOCIeTHEN CITYXKUT TIPO-
TUBOIOKA3aHUEM JJIST Ha3HAUCHUsT aHTarOHUCTOB Kajlb-
uus. TecTsl [1st ompenesieHUs] (PYHKIIMOHAJIBHOM CIIO-
COOHOCTM Y ITAIIMEHTKW IIPOBECTH HE MPEACTaBISIIOCH
BO3MOXHBIM B CBSI3U C TSIKECTBHIO COCTOSTHUS.

Ha ocHoBaHuMM paHHBIX 00CJeIOBaHUS pPEOEHKY
OBIT TTOCTaBJicH OWarHo3: Mmmormatwdeckast JierOJYHast
apTepuajibHas THWIEpTeH3us. HemoctaTOYHOCTH Kpo-
BooOpamieHuss 2b. OTHocuTenbHasi HEAOCTATOYHOCTh
TPUKyCTTUAaIbHOTO KitaraHa 1-# crerrenu. @K IV. Tyoy-
JIOMHTEPCTUIMATBHBIN HeGPUT, TUTTOKCeMUIecKast pop-
Ma. 3agepxkKa (pu3nIecKoro pa3BUTHS.

B Hacrosiiee BpeMs CYIIECTBYIOT IBa BUIA JICYCHUS
JIETOYHOU TUTIEPTEH3UN — CTaHIApTHAs Teparvsi, BKITIO-
yaloliasl aHTUKOATYJISTHTBl W aHTUArpeTaHThl, aHTaro-
HUCTHl KaJbIlUsA, KHUCJIOPOMOTEPAruio, TIPU Pa3BUTHU
SIBIICHUI HEMOCTATOYHOCTH KPOBOOOPAIIIEHUST — Ceplied-
HbIe TIMKO3UIBI U INYPETUKH, a TAKXKE CIiermduaecKast
Tepanwusi, BO3IEHCTBYIOIIAs Ha TTAaTOTeHETUYECKUE MeXa-
HU3MBI Pa3BUTUS 3a00JIeBaHUsI, — TTPOCTATJIAHINHEI, aH-
TarOHUCTHI PEIICTITOPOB SHIOTEIMHA, OKCUJT a30Ta M UH-
ruouTopsl pochonuscTepasbl S-ro TUIA.

JL1st IpenoTBpaIieHNsT SMOOIMK JIETOYHBIX COCYIOB
1/WVTA pa3BUTHS TPOMO03a O0JIbHOM A. OBITM Ha3HAYCHBI

AHTUKOATYJISTHThl HEINpPSIMOro JE€WCTBUSI, B YaCTHOCTH,
BapdapvH BHYTPb B A03¢ 3,75MT Mocjie BeYepHero mpu-
eMa nuuu. JanpHelnil pexkuM 103MpoBaHUS YCTaHaB-
JIUBAJICS UHAUMBUIYAIBHO MOJ KOHTPOJEM MEXIYHAPO.I-
HOTro HopMayiuzoBaHHOTO oTHOo1IeHust (MHO).

OxkcureHoTepanus peKOMEHIYeTCsl 00JIbHBIM C JIETOY-
HOIi TMMepTeH3UeN, Y KOTOPBbIX HEOOXOIUMO JOCTUKEHUE
napuuanbHoro napiaeHust O, B apTepuanbHOM KPOBU Me-
Hee 8 KITA Ha npoTsixkeHUU He MeHee 15 U B CyTKU.

CHUXXEHME COKPATUTENIbHOM CIMOCOOHOCTU MPaBOro
JKeJyqouKa SIBJISIETCSI OMHUM U3 BAXKHEHUIUX MeXaHU3-
MOB TPOTrPECCUPOBAHUS CEPACYHON HEAOCTATOUHOCTU
y OOJIbHBIX C JIETOYHOU TUIEePTeH3Uel, 4TO OIpenessieT
MOKa3aHus /il HA3HAYEHUs CEePIACYHBIX TJIMKO3UAOB.
C 11eJ1bI0 MOBBIILIEHUST CEPACYHOr0 BhIOpOCca MalUeHTKe
OblIa MOAKJIOYeHA KapaIUOTOHMYECKas Tepanusl JUrok-
CUHOM.

JArypeTuKy MO3BOJISIIOT YIYULIUTh KIMHUYECKOE CO-
CTOSIHME OOJIbHBIX C JIETOYHOM TIUMEPTEeH3Ue U peKko-
MEHIYIOTCSI BO BCEX CJIy4yasiXx pa3BUTHUSI JeKOMIIEHCAUU
MpaBoro xejyaouyka. B cBI3M c 3TUM peOEHKY Ha3Ha-
YeH BEpOIUMUPOH MOJ TIIATEJbHBIM KOHTPOJEM YPOBHSI
9JIEKTPOJINTOB KPOBHU, a TaKKe (PYHKIIUU TTOYEK.

Kputepusmu mnoreHunaibHoit 2hdEeKTUBHOCTU
Tepanuy aHTarOHUCTaMU KajiblMsl Y OOJbHBIX C Je-
TOYHOW TUIEPTeH3UEH SBJISIETCS TMOJOXUTEIbHAs
dapmakosiornueckass mpoda ¢ Ba30aMUJIaTATOPAMU:

Tabauya 2. TlokazaTenm KaTeTepu3anuu NPaBbiX 0TIEIO0B CepAua ¢ NPo0oil OKCHUreHanuu y 060bHO# A.

TToka3zaresnb JlaBjieHU€, MM PT.CT. Carypauus, % IMpoGac O, JlaBjieHue, MM PT.CT. Carypauus, %
[IpaBoe nmpencepavie 11 63,4 o, = =
TIpaBbIit Xeymovex 86/16 66,9 o, 90/25 66,9
Jlerounas aptepus 90/58 59,1 o, 91/59 74,6

3akiItoueHue: 3HaYUTETbHOE MOBBIIIEHUE JaBICHHUS B MPaBbIX OTAEIaX CepAlla, COM3MEPUMO C CUCTEMHBIM TaBJIEHUEM.
[Ipo6Ga ¢ okcureHaiuel orpuiareabHasi. BoIcokast JierouHasi TUIIepTEeH3US
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CHUXXCHUE CpeIHero NaBJICHUS B JIETOYHOUW apTepuu
6onee yem Ha 10 MM PT.CT. U/UIU JOCTUXEHUE abCo-
JIIOTHO#M BeMWYMHBI MeHee 40 MM PT.CT. TIPU TTOBHIIIIE-
HUWY WV HEU3MEHHOM BEJIMIMHE CEPIeTHOTO BEIOpOCa.
Jo3y nmpenapaToB moaOMpaloT HauyMHAsE ¢ MUHUMAaJb-
HOI, C y4eTOM YPOBHS JaBJICHUS B JICTOYHON apTepuu
U TToKa3aTesiel TeMOAMHAMUKU. YUYUTHIBas TIXKECTh
COCTOSTHUA peOeHKa, ObT Ha3HAYCH aMJIOAUITMH Cpasy
IO IpoBeeHUs] aHTHUoKapauorpaduu. OgHako Tepa-
nusi okasajach Hea(PHEeKTUBHOI U MOce NMPOBEACHMUS
KaTeTepU3aIluy TIPaBbIX OTIEIOB CepIla, OTPUIIATEIb-
HOW MPOOBI ¢ OKCUTEHAIIMEH TIperapat ObLT OTMEHEH.

YyutpiBasi Hanuuuve y pebOeHKa TsKeaoro 3abose-
BaHMS, WMEIOIIETO TPU3HAKN arpecCUBHOTO TEUEHUS,
aTakke BBUAY Hed(DGhEKTMBHOCTU CTaHIApTHOUW Tepa-
muu 17.08.12 6bU1 Ha3HAYeH UHrMoUTop ochoaracre-
pa3bl-5 — cungeHadun B g1o3e 1,2mr/kr. CungeHadpuna
LINTPAT — MOIIHBIA CEIEKTUBHBIN MHTUOUTOpP (pocho-
IUACTEepasbl TAIA 5, KOTOPHIN MpeIoTBpalaeT aerpana-
M0 IIMKJIMIECKOTO TyaHO3WHMOHOMochara 1 BEI3bIBA-
€T CHUXXEHHE JIETOYHOTO COCYIMCTOTO COTIPOTHBIICHUS
1 TIepETPy3KY IPaBOTO XKETyI0UKa.

Ha done neyeHUs y pebeHKa HaOIOmaNach OTpPHUIIA-
TeJIbHAs KIIMHWYECKAsT U J1abopaTOpHO-MHCTPYMEHTAITb-
Has nuHamuKa. Hapacramu mpusHakM HEIOCTaTOYHOCTH
KkpoBooOpaieHus. 1o 1abopaTOpHbIM NTaHHBIM OTMeva-
JIMCh TIPU3HAKK METabOIMIECKOTO alumo3a ¢ 1eUInToM
OCHOBaHWM, TCHICHIMS K IMITEPKAIMEMUH, HAapacTaIn
TPOMOOITUTONICHMS, JISUKOIMTO3. B OMOXMMIIecKoM aHa-
JIM3e KPOBU OTMEUYAJIOCh TIOBBIIIICHNE YPOBHS TpaHCAMU-
Ha3, C-peakTBHOTrO OesKka, MoueBUHLI. 22.08.12 Bo Bpemsi
TIPeOBIBAaHUS B OTIOCICHUM TIPOM3OIIENT OYepeTHOM KpH3
C 3aIPOKUIBIBAHNEM TOJIOBBI 1 OCTAHOBKOI TBIXaHUS.

Pe6enok 23.08.12 6b11 3204HO KOHCYJIBTUPOBAH B OT-
NEICHUW BBICOKOW JIETOYHOW TuUIlepTeH3un HaydHoro
IIEHTPa CePIACYHO-COCYIUCTON XUPYypruu uM. bakyesa.
PexoMmeHIOBaHO TTpOBECTH KypC BazallpocTaHa, IIPH OT-
CYTCTBHM ITOJIOKUTEIBHON TMHAMUKHY TTOTKITIOYHTD K Te-
parmuy OO3C¢HTaH, B JATBHEUIIEM TIPU CTaOWIA3AIIN
COCTOSTHMSI PACCMOTPETh BOIIPOC O MTPOBEACHUM aTPHO-
centoctoMun. [IpoBeneH AEeBITHIHEBHBIM Kypc Basa-
npoctaHa B ao3e 0,01 mkr/kr/muH (40 MKr/cyT) ¢ no-
CTENEeHHBIM CHUXEHMEeM cKopocTu BBeaeHus ao 0,005
MKr/kr/muH, a3areMm a0 0,003 mxr/kr/muH. Ha ¢one
BBEJICHMS Ba3alpoCcTaHa COCTOSTHUE peOeHKa 0CTaBAIOCh
KpaifHe TSDKEJIBIM, CTaOMJIBHBIM, KPH30BBIX 3ITH30I0B
He otMedaiock. COXpaHsUINCh TaXWUKapaws, OIBIIIKa,
JOCTATOYHAs caTypalust KpOBU TOJBKO Ha (hOHE OKCHUTe-
HOTepanuu. AHaJIN3 COCTOSIHUS peOeHKa CBUACTEILCTBO-
BaJ 0 HeA(MGhEKTUBHOCTU TTPOBOAMMOIM Teparuu | Mpo-
TPECCUPOBAaHUN 3a00JIeBaHUSI — HapacTay TPU3HAKU
IIBIXaTeJIbHOM HEIOCTaTOYHOCTH, CHWXKAJICS YPOBEHb
caTypalid KpOBU, YTO TPeOOBAJIO MOCTOSTHHON OKCHUTe-
HOTepanuu.

AHTaroHUCTHI PEIETITOPOB SHIOTEIMHA PEATU3YIOT CBOES
NECTBHE TIOCPEICTBOM OJIOKAIBI AEUCTBUST SHIOTETMHA- |

OPUITNHAJIbHBIE CTATbU KAPAQUWOJ1OrNs

— TIeNTHAA SHAOTEMATBLHOTO TIPOUCXOXKICHUS, XapaKTe-
PU3YIOIIETOCS MOIIHBIMA Ba30KOHCTPUKTOPHBIMUA W MU-
TOTEHHBIMUA CBOMCTBAMU B OTHOIIICHUW TJIATKOMBIIIICUHBIX
KJIETOK 3a CYET CBSI3BIBAHUSI C IBYMSI TUIIAMU PEICTITOPOB
— TuTa A, JTOKQJIM3YIOIIUXCS Ha TIIATKOMBIIICYHbIX KITeT-
Kax, MTHMA B, JOKIM3YIOIMXCS Ha SHIOTEIUATBHBIX
1 TJIAAKOMBIIICYHBIX KIIETKaX, WJIA HCKITFOUMTENTHHO PEellert-
TopaMu TuIria A. B Halleit ctpaHe 3aperucTpupoBaH mperia-
par 3TOM IPYMITHl — HEeCEeJICKTUBHBIM aHTaTOHUCT PEIIETTO-
POB 3HIIOTENIMHA — OO3€HTaH, 3TO NMEPOPATbHbIN IBONHOMI
aHTATOHMCT SHIOTEIIMHOBBIX A 1 B perieniropos. Perrerro-
PBI 000WX THIIOB OTIOCPEIYIOT TTATOreHHBIE (P GhEKTH IH-
JOTEJIMHA TIPY PA3IMYHBIX TTATOJIOTMIECKUX COCTOSTHHSX,
TaKWX KaK JIeTOYHasl apTepraibHas TUnepTeH3us. [lomumo
YMEHbIIEHUST BA30KOHCTPUKIIMM Mpenapart nonasiser dhu-
0po3, BocniaJieHUe ¥ TUnepTpoduio cocyos.

VY nereii mo3a 0Go3eHTaHa TUTPYETCSl B 3aBUCUMOCTU
OT Macchl Tea. B OTKPBITOM HEKOHTPOJIUPYEMOM HC-
clleloBaHUY Yy ieTeil B Bo3pacte 4—17 jieT ¢ JeroyHou
aprepuanbHoii runepreHsueir (BREATHE-3) ynyu-
LIeHWe TeMOIMHAMUYECKUX TMapamMeTpoB HaOII0IaI0Ch
K 12-i1 Henene MoHOTEpanuu 003eHTaHOM [5].

B cBsi3M ¢ oTpuIaTeIbHOM TUHAMUKON 3a00IeBaHUS
y pederka 06.09.12 K Tepanuu GbLT IOAKITIOYEH 603eHTaH
B no3e 31,25mr B cytku. Yrpom 08.09.12 cocrosiHue ma-
IIMEHTKY YXYIIIMIOCH 32 CUYET PAa3BUTHSI TSLKEJIOTO KpH3a
JIETOYHOI TUNEepTEeH3UM (MOTepsl CO3HAHUs, NecaTypa-
WsI, alyao3) M, HeCMOTPsS Ha IMTPOBOMMMBIC peaHWMa-
MoHHbIe MeponpusTus, B 10.20 6buta 3apukcrupoBaHa
CMepThb pebeHKa.

[Taromoroanaromudeckuit auarHos: MmuomaTtude-
cKasl JIeTouHasi apTepuaibHas TUIIEPTEH3US: TUTIEPTPO-
¢us MbIIEYHOI 000JI0YKU apTepuii, YTOJIIIEHUE U CKJIIe-
pPO3 MHTUMBI MEJIKUX apTepuil M apTeprojl C CY>XeHUEM
MpocBeTa, mpoiudepanis WHTUMBL. KapamoMeraaus:
runepTpoduss MUOKapIa IMpaBoro Kejymodka, JujiaTa-
WSl TIpaBBIX OTHENOB cepiama. [umporrepukapm 17 Mt
MajokpoBue JerKux.

IpencraBneHHbId KIMHUYECKUN CITydail JEMOHCTpPU-
PYET OUEHb TSKEJIOE MPOrPeCCUpyIOlliee TeYEHUE JIETOUHOM
TATIEPTEH3UH, XapaKTepU3YIoIeecsT ObICTPOY MHBAIMIN3A-
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Puc. 2. TIokazaresm remomusamuku Ha doHe JedeHns Ba3anpo-
CTAHOM 00JIbHO# A.

YCC — vacrora cepneuHbix cokpartieHuii; CAJl — cucroiamyeckoe
aprepuaibHoe aasneHue; JAJl — nuacToimueckoe apTepuabHOe
JIaBJICHHE.
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LMei, Pa3BUTUEM CEepIEYHON HEIOCTATOYHOCTH, HU3KUM
YPOBHEM KauecTBa XXM3HWU U TOPIMUAHOCTBIO K TPaIulIv-
OHHbIM mnpenapataM. COBpeMEHHbIE MEIMKAMEHTO3HbIE
MOIXObl C MUCIIONB30BAHUEM CPEACTB  crielubuIecKoi
Tepanuy (aHTarOHUCThI PELENTOPOB SHAOTEMHA — O0O-
3€HTaH) OTKPbIBAIOT HOBbIE MEPCHEKTUBBI d(PGHEKTUBHOIO
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OPUITNHAJIbHBIE CTATbU AJUJIEProJsiorns

COBpeMeHHaﬂ OIICHKA IUTOKUHOBOIO CTATyYCAa aerei IpA aTONMUYECCKOM JICPMATHUTE

T.B. Bunoepaoosa, A.A. Yycasesa, E.E. Bapaamos, E.A. Pyacuuyxas, B.C. Cyxopykos,
A.H. [Tamnypa

Hay4yHo-nccnenoBaTenbCkmin KIIMHUYECKUI UHCTUTYT neauaTtpum, Mockea

Current evaluation of the cytokine status of children with atopic dermatitis

T.V. Vinogradova, A.A. Chuslyaeva, E.E. Varlamov, E.A. Ruzhitskaya, V.S. Sukhorukov,
A.N. Pampura

Research Clinical Institute of Pediatrics, Moscow

B nocsienHue roapl BAXKHEHIIYIO POJIb B PEry/IsIiMA UMMYHONATOIOTHYECKUX MEXAHU3MOB, B YACTHOCTHU AJJIEPrUYeCKUX PeaKiuii,
oTBOAAT uuToKMHAM. Llesb ncenenoBanus: onpeneuTh HATMYKE, YACTOTY BCTPEYAEMOCTH M MOKA3aTed YPOBHA LUTOKUHOB MPH
aTonuyeckoM aepMarute y Aerteii. O6cienoBanbl 90 nanMeHTOB ¢ aTONMHYECKUM JepMaTHTOM (OcHOBHas rpynna) u 11 nereii 6e3
NPU3HAKOB aTomuu (rpynna cpasHenus1). Onpenenenue yposus uurepaeiikunos: 1L-4, IL-5, IL-13, IL-17, IL-17F, IL-22, TGF-B,
M XEMOKHMHOB: 30TAKCHH, 30TAKCHH-2 NMPOBOIMIOCH METOJJOM UMMYHO()ePMEHTHOTO AHAJIN3A U3 eMHOI POOBI CHIBOPOTKH KPOBH.
‘YcTaHOBJIEHO, YTO HMTOKMHOBBII CTATYC JeTeil ¢ AaTONMYECKUM JePMATHTOM NPUHIMIHAIBHO He OTIMYAETCS OT rPYNNbl CPABHEHUS.
OHAKO YaCTOTA BCTPEYAEMOCTH M CPETHIE 3HAYEHUS KOHIEHTPAIIWH HHTEPJICHKHHOB 1 XeMOKMHOB Y HHX Pa3miHbl. OCOOEHHOCTD
HUTOKHHOBOrO NMPO(uisi JeTeil ¢ aTONMYECKUM JePMATUTOM 3aKJII0YAETCS B BBIPAXKEHHOU Pa30ajaHCHPOBKE YPOBHS BCeX HCCJIe-
JOBAaHHBLIX HAMM HUTOKHMHOB. JlocToBepHoe nosbimenue yposus IL-4, IL-5, TGF-B, , IL-22 y neteii ¢ aTonu4ecKuM 1epMaTHTOM
CBHMIETEJLCTBYET O TOM, YTO PACCMOTPEHHE NMATOreHe3a JAHHOTO 3200/IeBAHMS TOJILKO C TOYKH 3PEHHs1 MPeodaiaHus aKTHBAIIMN
Th2-1umdouuToB 601 YeM CXeMATHYHO.

Katouesvie cnoea: demu, amonuueckuii depmamum, unmepneiixunvt IL-4, IL-5, IL-13, IL-17, IL-17F, IL-22, TGF-f,, xemoKubl
20MAKCUH, 0MAKCUH-2.

In recent years, cytokines have played the most important role in the regulation of immunopathological mechanisms, allergic reac-
tions in particular. The objective of the study was to determine the presence, frequency, and levels of cytokines in children with atopic
dermatitis. Ninety patients with atopic dermatitis (a study group) and 11 children without signs of this condition (a comparison group)
were examined. The levels of the interleukins IL-4, IL-5, IL-13, IL-17, IL-17F, IL-22, and TGF-B, and the chemokines eotaxin
and eotaxin-2 were determined in a single serum specimen by enzyme immunoassay. The cytokine status of children with atopic der-
matitis was not established to fundamentally differ from that of the comparison group. However, the frequency and mean concentra-
tions of interleukins and chemokines were different. The specific feature of a cytokine profile in children with atopic dermatitis lies
in a marked imbalance in the levels of all the studied cytokines. The significant elevation of IL-4, IL-5, TGF-B,, and IL-22 levels
in children with atopic dermatitis suggest that consideration of the pathogenesis of this disease only in terms of the predominance of
TH2 lymphocyte activation is more than sketchy.

Key words: children; atopic dermatitis; interleukins IL-4, IL-5, IL-13, IL-17, IL-17F, IL-22, and TGF-,; chemokines eotaxin and
eotaxin-2.

B TOCNIeMHE TOABl HaOTIomaeTcsl IMIMPOKOE PAacIpo-
CTpaHEHUe aJUIepruuecKux 3aboseBaHuil. Bax-
HEWIIYI0 pPOJIb B PEry/ISIIMM  MMMYHOIIATOJOTMYECKIX
MEXaHU3MOB, TPOSIBIISTIONINXCSI, B YACTHOCTH, ajlleprude-
CKMMM peaKkLUsIMUA, UTPAIOT UUTOKMHEL [ToHATHE «1IATO-
KUHBI» 00BEINHIET MHOXECTBO TYMOPaIbHBIX (DAKTOPOB,

© KonnekTtue aBToposB, 2014
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Anpec s koppecnionaeHuun: Bunorpanosa TarbsiHa BranuMupoBHa — K.M.H.,
B.H.C. HayYHO-HMCCJIen0BaTeIbCKOM taboparopun obieir matonmoruu HUKU
neauaTpun

CyxopykoB Bnanumup CepreeBud — 1.M.H., ipod., 3aB. Toii xxe JabopaTopueii
Pyxwunikas Enena AnmonocoBHa — K.M.H., B.H.C. TOI Xe JlabopaTopun
Mamnypa Anekcanap HukonaeBu4 — A.M.H., 3aB. OTIEJIEHUEM AJUIEPrOJIOTUN
U KJIMHUYECKO MIMMYHOJIOTMM TOTO XK€ YUPeXIeHUs

YycnsieBa AHHa AH/IpeeBHa — H.C. TOTO e OTAEJIeHUS

BapnamoB Esrenuii EBreHueBu4 — K.M.H., CT.H.C. TOTO X€ OTIEJICHUS

125412 Mockaa, yi1. TangoMmckas, 1. 2

CIMOCOOHBIX aKTUBUPOBATb UM UHTMOMPOBATh Mposnde-
pauuio ¥ auddepeHIIMPOBKY KJIETOK OpraHu3Ma 4YeJo-
BeKa, BIUSITb Ha UX QYHKIIMK U OCYUIECTBIISITh KOHTPOJIb
otux GyHKuMil. Ha ocHoBaHuu Ouonornueckux addek-
TOB W B 3aBUCUMOCTHM OT KJIETOK-MUIIIEHEH, Ha KOTOpbIe
OHU HampaBJieHbl, BCE LIMTOKUHBI YCJIOBHO pa3iesieHbl
Ha 5 rpynn: 1) uHTepaelKrHbL; 2) UHTepdEepOHbI; 3) Koso-
HuecTuMyJMpytoiue ¢pakTopsl; 4) GakTopbl, HEKPOTU3U-
pylIoLIYE OMYXOJIU; 5) XeMOKUHBI U Apyrre (hakTopbl.
IToka ocTaercst HEOCIOPUMBIM TOT (PaKT, YTO AKTUBA-
uust T-xennepos no nytu oopazoBanust Th2-numbonuTos
U TIOBBILIEHHbBI CUHTE3 UMW COOTBETCTBYIOILIUX IITUTOKHU-
HOB WIPAIOT IIABEHCTBYIOUIYIO POJIb B UMMYHOMNATOTEHE-
3¢ ayiepruu [1]. OgHako MEpBbIii UCTOUHUK LIUTOKWMHOB
MPY Pa3BUTUM AJIEPTUYECKOTO BOCMAJICHUSI B TKAHSIX —
Ty4YHbIE KJIETKH, KOTOpbIE cofepxkKat npehopMUpOBaHHbIE
LMUTOKUHBI (MHTepaeiikunbl IL-4, 1L-13, dakrop Hekpo-
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3a onyxoJyin) B rpaHyJax [2]. [Tocie KoHTakTa CBSI3aHHO-
ro TydHbIMU KJieTKaMu IgE c ajiepreHoM 3TW LUTOKUHBI
MOMNaJaloT B MEXKJIETOUHOE MPOCTPAHCTBO B pe3yJibraTe
JIerpaHyIsIliuy JJaOpOLMTOB. YKa3aHHbIe MOJIEKYJIbI Aal0T
npoBocHanuTeIbHble 3h@EKThl, Takue Kak peryyasiusi
9KCIPECCUM MOJIEKYJ aAre3uu, MOAYJISILIUS KJIETOYHOTO
TpaHCIOpTa 32 CYET YCUJIEHUs MPOAYKIIMU XEMOKHUHOB,
Be/lyllieit K aKTUBHOMY MPUBJIEYEHUIO B TKAHU 203UHODU-
JI0B, 6a3oduioB u T-1uM@OLIMTOB, MOBBILIEHUE COCYAM-
CTOI MPOHULIAEMOCTH, CEKPELUSI CJM3U U CIa3M IJIaJKoM
MYCKyJaTypbl. B najbHeiillieM OCHOBHBIM WCTOYHUKOM
cuntesa 1L-4, IL-5, IL-13 (okomno 70%) SBISIOTCST aKTH-
BupoBaHHble Th2-mumdouutsl [3].

OCHOBHbBIMU MHAYKTOpamu ajuiepruu cuuratorcst [1L-4
n 1L-13, obnamaromye cXoaHOM OMOIOTMYeCKOM aKTUBHO-
ctbto. Lutokuusl 1L-4 u IL-13 ctumynupyior cuntes IgE,
UTPAIOLIETO PEIIAOIILYIO POJIb B PA3BUTUU AJLJIEPIUYECKUX
peakuumit. Cumraercs, uro IL-4 BaxeH misg MHULIMALUKN
WMMYHHOTO OTBETa; BBITMIOJHSISI poJib MenuaTopa nudde-
PEHIIMPOBKMU TpeaiiecTBeHHUKOB T-xesrepoB B Th2, npe-
noTBpaiias arnonro3 Th2-muMbouuToB, OH CIOCOOCTBYET
MOIIEPXKAHUIO AJJIEPTUYECKOr0 MMMYHHOTO oTBeTa [4].
K tomy xe cuntes IL-4 ocyiiectBisiercss Th2-knerkamu,
HEBOCIIPUUMYMBBIMU K MPOTUBOBOCTIAVIUTEIbHOMY JIeii-
CTBUIO KOpTUKOCTepouaoB. 1L-13 nMeeT Gosbliiee 3Haue-
HUe 1151 pa3BUTUS 3¢ dekTopHON (has3bl aLIepruyeckoro
BOCIMaJIEHUsI U B OoJiblieli creneHu, yem 1L-4, onpenenser
Pa3BUTHE TSKEJIbIX CUMIITOMOB JIJIEPIUU Y UesioBeKa [5].

IL-5 saBnsercst raBHbIM POCTOBBIM U AuddepeHIIn-
POBOYHBIM (HaKTOPOM 303UHOGUIIOB, PETYIUPYS UX POCT,
nuddepeHIMPOBKY, aKTUBALIMIO U BbXKMBaHUE, obecre-
YrBasi MOOWJIM3ALIMIO 203MHOMUIOB U3 KOCTHOTO MO3ra
TTOCJTe BO3NMEHCTBUS ajutepreHa [6]. Do3nHOMWITEI BBICTY-
MaloT B KAYECTBE aKTUBATOPOB PA3BUTUSI U MOAIEPXKAHUS
ajulepruyeckoro BocrnajaeHus. M3 Bcex HUTOKUHOB, BO-
BJIEYEHHBIX B IU(pdEepeHIIMPOBKY JIEHKOILMTOB, TOJBKO
IL-5 coBMecCTHO C 20TaKCMHAMU CEJIEKTUBHO KOHTPO-
JIUPYET TPAHCIOPT 203MHOMDUIOB, BbI3bIBAS WHAYKIIUIO
203MHODWINK TKaHeil. OAHAKO KOJUYECTBO KIIETOK,
akcnpeccupylomux 1L-5, He Bcerga Koppeaupyer C KO-
JINYECTBOM 3203uMHOGMUIOB B Koxe. IL-5 yBenuuuBaer
yJl 0TAaKCUHYYBCTBUTEIbHBIX KJIETOK [7]. Do3nHOMGMI-
crneuuduieckuilt uutTokuH IL-5 MoxeT mpucyTcTBOBaTh
B CIBOPOTKE KPOBU IpU BceX 3abosieBaHUsIX, 0a3upyro-
muxcst kak Ha Thl (uHtepdepoH-y), Tak u Ha Th2 (IL-
13) UMMYHHBIX peakuusix [8].

OcHOBHbIe (DYHKIMU crieHudUUEcCKUX XeMoaTTpak-
TAHTOB (X€MOKWHOB) 3aKJIIOYAIOTCSl B IPUBJICYEHUU pa3-
JIMYHBIX TUTIOB KJIETOK (303MHOMUIIBI, TYYHbIE KJIETKH, Oa-
30(uibl) B TKAHEBbIN OYar BOCHAJIEHMS] U UX aKTHUBALIMMU.
IToxa Bo3AeiicTBUEM XEMOKHMHOB MIPOUCXOUT aAre3usl Kiie-
TOK K COCYIMCTOMY SHJOTEJUIO C MOCIEAYIoNIei MUrpa-
LIMel uepe3 COCYIUCTYIO CTEHKY B TKaHM, II€ B pe3yJibTaTe
JIerpaHyJIsiiuy BbICBOOOXKIAIOTCSI MEAUATOPbI. XEMOKMHbI
cayxaT BaxHeimmmu (nocie IgE) aktuBaropamu aerpa-
HYJSILMU  TIEPEUUCTICHHBIX KJIETOK TMPH allIepruyecKom

peakuuu. Haunbosbliee celeKTUBHOE XeMOATTPaKTUBHOE
JEACTBUE OKa3bIBAIOT 0TAKCUH U S0TAKCUH-2, OTHOCSI-
muecs K kinaccy CC-xeMOKMHOB M B3aMMOJEHCTBYIOIIME
¢ CR3 pelientopaMu, KOTOPbIE 9KCIIPECCUPYIOTCST HA BCEX
BbILIENIEPEUNCIEHHbIX KieTkax [9], Ho Hambosee BbI-
paxeHbl Ha 203MHO(MMIAX. DOTAKCUHbI OTBETCTBEHHBI
3a YBeJIMYEHNE KOJIMYECTBA M aKTUBALIMIO 203MHOGMUIOB
MpY pa3auuHbix 3a0oseBaHusix. KoxHasi 303MHOGUIMUS
XapakTepHa JUIsl a/JIEpTMYecKUX 3a00JieBaHUiA, B YACTHO-
CTH, JJIs1 aTonuyeckoro AepMaTturta. [TokazaHo, 4To KO-
YeCTBO 203MHOMUIIOB B KOXKE KOPPEJIMPYET C KOJTUYECTBOM
KJIETOK, 9KCIIPECCUPYIOLMX S0TAKCUH- 1, 50TaKCUH-2, 30-
takcuH-3 (CCL11, CCL24, CCL26) [10, 11].

B nocieaHue ronbl BHUMaHUE UccienoBaTeaeil mpu-
BJIEKAIOT UWTOKWHBI, Mponayuupyemble Th-17- u Th-
22-xnerkamu — [L-17A, IL-17F 1L-22, npennoyiaracmoe
y4acTue KOTOPbIX COCTOUT B MOJIEPXKAHUU XPOHUYECKO-
ro BOCHAJIEHUS] TIpU aJuiepruyeckux Oosesusix [12—14].
IL-17 BBbI3bIBAET SKCMPECCUI0 AHTUMUKPOOHBIX MeTM-
TUAOB, WHIYLMPYET MPOAYKIMIO MPOBOCHATUTEIbHBIX
IIMTOKWHOB, Takux kak IL-8, IL-6, CXCL1/3/5/6 [15],
YTO MPUBOAMUT K MUTpallMd HEUTPODWIOB M/WIU MaK-
podaroB B 00JlacTh BOCMAJIEHUS] W UX aKTUBALIMU C T10-
CJIeIyIONMM TTOBpekmeHreM TKaHei [16]. Th-17-kmer-
K1 Haubosiee BaxHbl B T-KJI€TOYHOM UMMYHHOM OTBETE
Ha 0akTepuaibHyl0 UHMEKIIMIO U, BEPOSITHO, CITOCOOCT-
BYIOT ayTOUMMYHHBIM OOJIE3HSIM.

OcHoBHbIMU byHKIMsAMU [L-22 siBrisieTcst akTuBaius
NK-keTok, MHAYKIMS OeJIKOB OCTpoii ha3bl, a TaKxKe
CUHTE3 cepuu OEKOB, BOBJIEUEHHBIX B KJIETOUHYIO TUD-
¢epeH1IMpoBKY U ux BbikuBaHue [17, 18]. Kpome Toro,
1L-22 npuBOAUT K NPOAYKIIMA aHTUMUKPOOHBIX MENTH-
JIOB KEpPAaTUHOLIMTAMU KOXU U coBMecTHO ¢ [L-17 urpaer
BAXXHYIO POJIb B 3allIUTE OT BHEKJIETOUHBIX OOJIE3HETBOP-
HbIX MUKPOOPraHU3MOB. JlaHHbBI LIMTOKWUH, B OTJIMYKE
ot IL-17, mpexzae Bcero BBHIMOJHSET 3alllUTHYIO W pere-
HEepaTUBHYIO (PYHKIIMU U JAET MEHEee BbIpaKeHHbIN MPo-
BocnauTeabHbIN addexT [19].

Ipynna uUUTOKMHOB c MpeobiaanaloiiuM MPOTUBO-
BOCTIAJIMTENIBHBIM JeiicTBueM BKimodaeT IL-1ra, TGF-B
(TpaHchopMmupylonmii - pakrop pocTa-a/B), aTakxke
yreHbl ceMectBa IL-10. TGF-$ sBnstercss monudbyHKIIN-
OHAJIbHBIM IIUTOKMHOM, PETyJUpPYIOIIMM OO0JbIlIOE KO-
JINYECTBO OMOJIOTMUYECKUX TMPOLIECCOB: Mpoudepanuio,
I depeHIIMPOBKY, MUTPALIMIO U aflONTO3 Pa3InYHbIX
BUIIOB KJIETOB, HO HauOOJIblliee BAMSHUE OH OKa3bIBaeT
Ha T-xnetku. Ctumynupys nuddeperuuponky Thl-xen-
nepoB, aTakxke uHruoupys cunrtes IgE u nponudepa-
IO TYYHBIX KIeToK, TGF-B mpensarcTByeT pa3sBUTHIO
WM YMEHbIIIaeT ajjepruyeckoe BocnaieHue [20, 21].
BMecre cTemecTh JaHHbIE O MPOBOCHAIMTEIBLHOM
neiictBuM 3toro ¢akrtopa. I[IpoTMBOBOCHANUTENBHBII
WU TIpoBoCTIaUTebHBI  3dektet TGF-f  3aBucsr
OT (OyHKUMM NPONYLUPYIOLIEH €ro KJIETKH, CTaluld UM-
MYHHOT'O OTBETa, BO BpeMsI KOTOPOI OH NEWMCTBYET, pa3-
JIMYHBIX CUTHAJIOB U APYTUX BAUSIHUE [22].
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B HacTosiuit MOMEHT poJib OOJIBIIMHCTBA U3 BbILIE-
MepPEeUYMCIEHHbIX LIUTOKMHOB B PA3BUTUU aJUIEPIUUECKUX
peakuuii u3BectHa. OnHaKO UX 3HaUeHUe B (popMUpoBa-
HUU KOHKPETHBIX KIMHUYECKUX (DEHOTUIIOB ajslepruye-
CKMX 3a00JIeBaHUI, OCOOEHHO Y JeTel, 10 KOHLA HE U3-
y4eHo. B CBSI3M C 3TUM Liebl0 MCCIeNOBaHUS SIBUIOCH
OMnpeeeHUE CIEKTPa, YACTOThl BCTPEYaeMOCTH U MOKa-
3aresiell ypOBHSI HUTOKUHOB, XapaKTEPHBIX JUISl aTONHYe-
CKOTO JepMaTuTa y AeTeH.

XAPAKTEPUCTUKA JTETEN 1 METOJbI
NCCIEJOBAHUSA

O6cnenoBanbl 90 malMeHTOB B BO3pacTe OT 3 Mec
1o 16 net (5,32+4,25 roga) ¢ aTONMAYECKUM AEPMAaTUTOM
(ocHoBHas rpynma) u 11 gereit (Bo3pact 5,2+1,9 rona)
0e3 npu3HakoB aronuu (Tpyrnmna cpaBHeHus ). Mccieno-
BaHMS ITPOBOIUIIUCH B TTEPUO 000CTpeHUS 3200 IeBaHMS.
KonmuyecTBo 303MHOMGWIOB B KPOBH Y OOJIBHBIX KOJieOa-
sock ot 0,3 mo 40%. OnipeneneHre ypOBHS MHTEPIICHKI-
Hos: IL-4, IL-5, IL-13, IL-17, IL-17F, 1L-22, TGF-B,
(Habopbl dupmbl  «Bioscience», «Platinum ELISA»)
1 XEMOKUHOB: 30TaKCHUH, 30TakKCUH-2 (Habopbl HUPMBbI
«Invitrogen») MpoBOAWJIOCHE METOAOM UMMYHO(MEPMEHT-

OPUITNHAJIbHBIE CTATbU AJUJIEProJsiorns

Horo aHanu3a Ha puaepe Anthos 2020 u3 envHOM TTPOOBI
CBIBOPOTKY KpOoBU. HIKHMIT TTOPOTOBBIN YPOBEHB UYBCT-
BUTEJbHOCTU, COMIACHO 3asIBJIEHHBIM IMPOU3BOJUTEIEM
3HaueHusM, coctasustn mis [L-4<1,3 nr/min, mos [L-5
<1,5nr/mn, nas 1L-13<0,7 ir /v, ns 1L-17<0,5 ir/mo,
nos 1L-22<5,0 nir/mn, ana TGF-B, <9,0 ur/mn, mns 3o0-
TakcuHa<2,2 nr/mJ, njs 3otakcuHa-2<2,5 nr/mi.
OnucaresibHasi CTaTUCTUKA KaYeCTBEHHbIX IMpPU3HA-
KOB TMpeNcTaBieHa aOCOJIOTHBIMU U OTHOCUTEIbHBIMU
yactoraMu (B npoueHTax). JloCTOBEpHOCTh pa3ivyuuii
MpU CPAaBHEHUU TPYIIN BBIYUCISLIN 10 opMysiaM Hemna-
pamerpuueckoit cratuctuku (U-TecT) ¢ UCTIOAb30BaHU-
€M KOoMIIbloTepHbIX mporpaMMm Microsoft Excel. Kputu-
YECKOU BEIMUUHOU YpOBHS 3HAUMMOCTU cuutaiu p=0,05.

PE3VJIBTATBI 1 OBCYXKJIEHUE

B pesynsrate MpOBENCHHOTO WCCIIECAOBAHUS OBLIO
BBISIBJIEHO, YTO Yy JIeTeil KaK C aTOMWYEeCKUM JIepMaTH-
TOM, TaK 1 0e3 MPU3HAKOB aJJIEPTUIECKOTO BOCTIAJICHUSI
B IMPKYJISLIMU MOTYT MIPUCYTCTBOBATh MPAKTUYECKH BCE
HCCIIeIOBaHHBIE HAMU MHTEPJIEUKUHBI U XeMOKUHBI. Of1-
HaKO MX HAJIMYME Y UHAWBUOYATbHbIE 3HAUEHUST YPOBHS
MMEIOT IIMPOKUIA Auana3oH (Tabm. 1, 2).

Tabauya 1. IIATOKMAOBBII CTATYC A€Tei ¢ ATONMYECKAM JIePMATHTOM

ITokasarenp Ywucno uccnenoBanmii  Yacrora BctpeyaeMoctd, %  JlmamasoH, mr/mi CpenHue 3HaYeHUs, T,/ M1 P

IL-4 90 23,60 0—1062,58 55,76x20,77 0,04
IL-5 90 33,70 0-29,12 4,53%+0,77 0,001
IL-13 54 37 0-13,5 Crnenbt =

IL-17A 90 13,30 0-2,1 0,113£0,038 0,49
IL-17F 61 1,60 1,6 (1 pebeHOK) = =

IL-22 88 54,50 0—-1174,54 56,05£17,39 0,03
TGF-B, 80 97,50 0-29,27 11,6%0,89 0,003
DoTakCUH 90 100 4,67—-251,19 100,39+£4,839 0,19
DoTaKCUH-2 87 100 7,18+4398,8 1122,22+103,57 0,75

Tabauya 2. TInToKuHOBLII CTATYC AeTeil TPYNIbI CPABHEHNS

IIpumenanue. CIJIA — cuctonnyeckoe nasineHue B jerouyHoit aprepun; @B JIXK — dpakimst Beiopoca sieBoro xkemymouka; HTK — HenocTtaTou-
HOCTb TPUKYCITUAAIbHOrO KiarnaHa; HKJla — HemocTaro4HOCTS KilamaHa jjerodHoit aprepun; [12K — mpaBblif KeTyIouex.

IMokazarenb Yuco uccnemoBanuii  Yacrora BcTpeyaemoctu, % JlmamasoH, 1r/Mia CpenHue 3HaYeHUsI, TIT/MJT P

IL-4, 11 36,4 0—44,1 7,61£0,53 0,04
IL-5 11 100 5,4—18,72 14,22+1,58 0,001
1L-13 8 18,75 0-3,3 Crenpt —

IL-17A 8 9 0-2,44 0,4910,49 0,49
IL-17F 8 0 — — —

IL-22 10 41 0—49,1 11,96£9,51 0,03
TGF-B, 11 100 16,08—27,8 21,23+1,89 0,003
DoTakCcuH 10 100 104,08—183,65 124,09+15,0 0,19
DoTaKkCcuH -2 10 100 630,69—2641,7 1253,661+376,5 0,75
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BuHoepa()osa T.B. u coasm. COBpCMCHHaH OLICHKA HIMTOKMHOBOIO CTaTyCa neTei TIpY aTOIMMYECKOM I€PMATUTE

VY Bcex neTeil B CBHIBOPOTKE KpPOBU, HE3aBUCUMO
OT HAJIMYUSI UM OTCYTCTBUSI aTONMUU, OOHAPYXKUBAIOTCS
XEMOKHUHBI: 30TaKCUH U d0TakKcuH-2. W XxoTsd cpenHue
MOKa3aTe v YPOBHS XEMOKMHOB MEXY IPYIIaMu J0CTO-
BEpHO He pasinyajich, oOpalajio Ha ce0si BHUMaHue,
YTO y IETeil ¢ aTONMMYECKUM E€PMaTUTOM AUArnas3oH Io-
Kazareseil ypoBHSI XeMOKUHOB, OCOOEHHO 20TaKCUHA-2,
B LUPKYJISILUM ObLT 60JI€€ IIMPOKUM, YeM Y JeTeil 6e3 aj-
JIEPrUYECKUX TIPOSIBICHUIA.

Hecmotpst Ha TO UTO XeMOATTPAaKTaHThl UTPAIOT BaxK-
HYIO POJib B MATOT€HE3€ PAaHHUX CTaaWil ajllepruuyecKux
peakiuii, a Takxke IpH 000CTpeHUM 3abojieBaHust [23],
BCTpeYaloTCs JUIlb eNUHUYHbIE PAOOThI, MOCBSILIEHHBIE
U3YYEHUIO B3aMMOCBSI3M KOHLEHTPALUM SO0TAKCUHOB
U TSDKECTU aTOMMYECKOTo fepMaTuTa. MoXHO Npeanoio-
>KUTb, YTO CTOJIb BEIPAXKEHHbBIE KOJIEOAHMS yPOBHS S0TaK-
CHHA M OCOOEHHO 30TaKCHUHa-2, HabyogaeMble y 00Jb-
HbIX, CBSI3aHbI C UX aKTUBHBIM YYACTHUEM B XEMOTAKCUCE
903MHODUIOB B 0Yar BOCMAJIEHMS] U MOAIEPXAHUU ajl-
JIEPrUYeCcKOro BOCMaIUTEIbHOTO Mpoliecca.

IMporrsoBocnanuTenbHbIi MHTEpIeliKMH TGF-B, 6611
0OHapyXeH B CBhIBOPDOTKE KPOBU Yy BCEX JAETed TpyMIibl
cpaBHeHus Uy 97,5% neTeil C aTONMMYECKAM [epMaTh-
ToM. JlJ1s1 eTeil OCHOBHOM TpyYIIIbI, HECMOTPSI Ha BbICO-
Kylo yactoty Bcrpeqaemoct TGF-f,, ObLTO XxapakTepHO
nocroBepHoe cHukeHue (p=0,0034) ero KOHLIEHTpalMu
B ChIBOPOTKE KPOBU IO CPABHEHUIO C IETHbMU O€3 aTOMUM.
Bo3aMoxHO, 3TO sBiseTCS OAHUM W3 Mpeapacrosarato-
IIMX MOMEHTOB [JISl PA3BUTUSI aJUIEPTUYECKUX DPeakluii
13-3a yMEHbLIEHUA cTUMyJmpytomero Bmuanus TGF-B,
Ha nuddepeHIMpoBKy Thl-xenmnepoB — aHTaroHUCTOB
Th2-nmum@o1rMTOB, YTO CHUXKAET €ro IPOTHUBOBOCHIAIM-
TenbHbI 3ddekt. Capyroit croponsr, TGF-, asns-
€TCS OCHOBHBIM IIMTOKMHOM B aubdepeHrnpoBaHuU
Th-17-kJ1€TOK, KOTOpbIE CTUMYJUPYIOT MPOAYKIIUIO 0-
MOJHUTEbHBIX TPOBOCTAINUTENbHBIX LIUTOKWUHOB, TMPHU-
BOMSIIMX K MUTPALIMK HEATPODUIOB U/WiIU Makpodaros
B 00JIaCTh BOCTIJIEHMSI, UX aKTUBALMU Y MOCEAYIOLIEMY
MOBPEXIEHUIO TKAHEH, TEM CaMbIM MOAIEPKUBasT XPOHU-
YeCcKoe BOCIaJICHUE TIPU aJlJIEprUuYecKnX 0oJe3HsIx [24].

ITo yactoTe BcTpeuaeMoCTH B CIBOPOTKE KPOBU Y Jie-
Tel ¢ aTOMUYECKUM JAEPMaTUTOM Ha TPETbEM MECTe OKa-
3aicst IL-22, koTopeiii o6HapyxkuBajcs B 54,50% ciydaeB
(B oTsTUMe OT Tpynmsl cpaBHeHUST — 41%). Ero cpennme
3HAYEeHUs KOHUEHTpalMU B CHIBOPOTKE KPOBU JIETel OC-
HOBHO I'pYIIbl ObUIX TOYTH B 5 pa3 BblIllie, YEM B IPYIIIE
cpaBHeHus (p=0,03). [1pu 3TOM y meTeil ¢ aTONMUYECKUM
JIepMaTUTOM OTMevaiach Ta K€ OCOOEHHOCTb — LIUPO-
KWii AMana3oH rokasaresieil JaHHOTO UHTEPJIEHKUHA.

Ponp IL-22 npu aTronuvueckoM naepMmaTuTe Yy AeTei
He u3ydyeHa. B nurteparype umerorcs Julilb €IUHUYHBIE
JIAHHBIE O MOBBIIIEHUU €0 KOHLIEHTPALMU Yy B3POCIbIX
MalMEHTOB B XpPOHUYECKYIO (ha3y aTONMMUUYECKOTO JepMa-
TthTa [25, 26]. Pe3ynbraThl Halllero MCCIIEIOBAaHUS: YBE-
JIMYEHWE YaCTOThl BCTPEYAEMOCTH U IOCTOBEPHOE IO-
BbllIeHUE YpoBHsSI IL-22 B ChIBOpOTKE KPOBU OOJIBHBIX

— YKa3bIBaIOT Ha yYacTHe NaHHOTO LIMTOKMHA B TSIKEJIOM
TEYeHUHU aTONMUYecKoro aepmarura [27].

HccnenoBaHue HUMTOKMHOBOTO MPOMOUIISI ChIBOPOTKU
KPOBU OOJBHBIX aTOIMMMYECKUM JEPMATUTOM BBISBILIO,
yto IL-4, IL-5, IL-13, pojib KOTOpBIX B Pa3BUTUU aj-
Jiepruyeckux 3abojeBaHuil oO1Ienpu3HaHa [2], ooHapy-
kuBaroTcd Juib y 23,60, 33,70, 37,0% GONBHBIX COOT-
BETCTBEHHO, B IpyIIie cpaBHeHns — y 36, 100, 18,75%.
I1pu 5TOM y NauMeHTOB OCHOBHOM TPYINbI TaKXe ObLI
3aperucTpUpoOBaH OOJIBIION pa3dpoc nmokaszaresaeil ypoB-
Hs JaHHBIX IUTOKWHOB. JIJIsT meTeii ¢ aTOIMMIecKUM Jiep-
MAaTUTOM ObLJIO XapaKTepHO YBEJWYEHUE CPEAHUX 3Ha-
yeHUil KoHueHTpauuu IL-4 u cHuXeHue mnokaszaTesneit
IL-5 mo cpaBHeHMIO c rpymnmnoii cpaBHeHusi. Hecmorpst
Ha 1o uTo IL-13 BBIABNAINICA GONee 4eM y '/, GONBHBIX, €TO
MPUCYTCTBUE HOCWJIO CJIeOBOM xapakTep. JlocToBepHbIe
pa3nuurs YpOBHS WHTEPJICHKUHOB B CBIBOPOTKE KPO-
BU JIETEll C aTOMUYECKUM JAEPMATUTOM ObLIM MOJYYEHBI
st 1L-4 (p=0,04) u IL-5 (p=0,001).

TakuM 00pa3oM, XOTsI 4YaCTOTa BCTPEUYAEMOCTHU B Chl-
BOPOTKE KPOBU 00C/IEIOBAHHBIX HAMU OOJbHBIX JISI «OC-
HOBHBIX» WHTEPJCHKMHOB OBUIa HeE BeJIMKa, HaIlu
JaHHBIC TTOATBEPXKIAIOT MX 3HAYUMOCTh B MHIYKITUU aJl-
JIEprMYECKUX MPOLIECCOB.

IL-17A ompenmensuica  y 13,3% OONMBHBIX JeTeid
(B rpymiie cpaBHeHUST — y 9%). CpenHue 3HAYEHMS €TO
YPOBHSI B IpyMnIiax JOCTOBEpHO He paznuvanuch. 1L-17F
ObLI OOHAPYXKEH JIMIIb Y OHOTO pebeHKa C aTOMUYEeCKUM
JNEPMATUTOM.

Ha manHoM 3Tare Ha OCHOBaHWMHM ITOTyYeHHBIX TaHHBIX
CJIOKHO BBICKA3aTh Kakue-Iub0 MPeanooXeHUs O posiu
IL-17A un 1L-17F B naTtoreHe3e ajuiepruueckux 3abose-
BaHUH, B YaCTHOCTH, aTOMUYECKOro aepmarura. st Bbl-
sIBJIeHUSI KJIMHUWYecKoi 3Haummoctu IL-17A wm IL-17F
a TaKKe YCTAHOBJIEHUST UX B3aMMOCBSI3U C IPYTUMU LIUTO-
KWHaMM HEOOXOAMMO MPOBEACHUE JaJIbHENIINX UCCIIE0-
BaHU, YIJIyOJIEHHOTO KJIMHUKO-UMMYHOJOTMUYECKOTO CO-
MOCTABJIEHUSI U aHAJI3a C YYETOM CTeTNIeHU 03MHOMDUINUM.

SAKJTIOYEHUE

Takum obGpa3zoM, CHEKTp LIMTOKMHOB Yy IETei ¢ aTo-
MUYECKUM JEPMATUTOM He OTJIMYAJICS OT IPyMIbl CpaB-
HeHus, 3auckmodenueM Hammumst IL-17F Omnxaxo
4acToTa BCTPEYAEMOCTH, aTaKXe CpeJHUE 3HAYEeHUs
UHTEPJEHKUHOB U XEMOKUHOB B CBIBOPOTKE KPOBU Y HUX
OblIM MHBIMU. OCOOEHHOCTb LIMTOKMHOBOTO MPOdUIIst
OOJIbHBIX JIETEN COCTOUT B PE3KOM KOJIeOaHUU MOoKa3aTe-
Jieii ypOBHSI BCEX UCCIEOBAHHbBIX HAMU MHTEPJIEHKUHOB
1 XEMOKHWHOB. BbIsIBIIEHHAs1 CTOJIb BbIpakeHHasl pa30a-
JJAHCUPOBKA YPOBHS LIMTOKWMHOB, HabJtofaemas y netei
C aTONMUYECKUM JAEPMATUTOM, YKa3bIBAET HA UX aKTUBHOE
yyacTue B pealu3aliu aJIEpTUYecKoro BOCTAIEHUS,
YTO, CKOpPEE BCETO, CB3aHO KaK C MOBBIIIEHHBIM CUHTE-
30M LIMTOKWHOB, TaK U C MOBBILIEHHBIM PACXOJOBaHUEM
B XO[I€ peakUil.
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JocroBepHoe moBbillieHUe ypoBHs1 IL-4 (p=0,04),
IL-5 (p=0,001), TGF-B, (p=0,003), IL-22 (p=0,03) y ne-
TEU C ATOIMNYCCKUM ACPMATUTOM IOBOPUT O SBHAYUMOCTU
9TUX MMUTOKMHOB B MEXaHU3MaxX PEryJALIMU MMMYHOIIa-
TOJIOTUYECKUX COCTOHHHﬁ, CBA3aHHBIX C ITPOABICHUAMNU
AJICPTHM.

IIpencraBieHHbIe JaHHBIE B COBOKYITHOCTH C Pe3yJib-
TaTaMu psiia IpyTrux ucciieoBaHuii [28], a Takxke xopoio
MN3BECTHAA KIMHHUYECKasA r€eTCpoOr¢HHOCTb aTOIMMYCCKOTIO
JepMatuTta CBUACTCIBCTBYIOT O TOM, YTO PAaCCMOTPECHUC
JAHHOTO 3a00J1eBaHUST MCKITIOYUTEIBHO C TOUKU 3pCHUA
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OPUITNHAJIbHBIE CTATbU AJUJIEProJsiorns

J100poBOJIbHOE COIIACHE POIUTEIEH HA YIACTHE B HAYYHOM MCCJI€IOBAHMU: CMELIEHNE
BbIOOPKH OTHOCHTEJIbHO MOMYJISAIIH?

M.C. Tpenesa, JI.b. Mynoaum, A.H. Ilamnypa

Hay4Ho-nccnenoBatenbCkuin KIIMHUYECKU MHCTUTYT neamatpumn, Mockea; imnepckuin konnemx JloHaoHa, BennkobpuTtaHus

Parents’ voluntary consent to participate in research: biased sampling in relation
to the population?

M.S. Treneva, D.B. Munblit, A.N. Pampura

Research Clinical Institute of Pediatric, Moscow; Imperial College London, United Kingdom

Mockosckunit HUM neauarpuu v 1eTCKOi XMPYPrUM y4acTBYeT B MexkayHapoaHoM uccienoannu “MecMilk Study”. Heooxoaumo
BbISIBUTH M OLIEHUTb BO3MOKHBIE PA3/IM4Msl MEXKAY coracupmmmucs Ha yyactue B “MecMilk Study” u oTkasaBmmmucs ot yyactus
B HéM. B 2011 r. B Mockse 0bl1a HaOpaHa koropra u3 393 nereii, marepu 200 3 HuX coriacuiauch Ha yyactue B «MecMilk Study».
CoOpaHbl cBeJIeHUsI O MPOSIBJIEHUH AJLIEPIrUM y POICTBEHHUKOB 3THX HOBOpoxkIeHHbIX. Uepe3 1 rox no kpurepusm «The UK Atopic
Dermatitis Diagnostic Criteria Working Party» onpomensi 363 (92,4%) matepu. YacTora nposiBjieHHii aJjiepray Cpeu poICTBeH-
HHMKOB ObLi1a B 2 pa3a BblllI€ B pynne coniacupmmxcs Ha yyactue B “MecMilk Study”. B ronoBasiom Bo3pacTe nposiBjieHus aTonuye-
cKoro aepmaruta 3aduxcupoBanbl y 8 u3 200 nerteii B rpynme coriacuBIIMXCS, B TO BpeMs Kak y 193 neTeii u3 rpynmsl 0TKa3aBmmxcs
He YCTAHOBJIEHO HH OJHOTO ciy4as 3a06oseBanus (p=0,0074). Takum o6pa3om, cornacusmuecs Ha ydyactue B «MecMilk Study»
OTIHYAIMCh OT OTKA3ABHIMXCS MO YACTOTE MPOSABJIEHHMIl AJUIEPriy Cpey JeTeil M X PoACTBeHHUKOB. IIpu mianupoBaHum uccie-
JIOBAHHSI U HHTEPHPETAINH Pe3YIBTATOB HEOOX0AUMO YIUTHIBATH BEPOSTHOCTh CMENIEeHHsI BBIOOPKH 10 OTHOMIEHHIO K MOMYJISIAN.
B npoTuBHOM ciTyyae CONOCTABIIATD NOJYYeHHbIE Pe3Y/IbTAThI OyAeT He TOIBKO CI0XKHO, HO M HEKOPPEKTHO.

Karouegwie croga: demu, amonuueckuii depmamum, nPOCReKMUHoe KAUHUYecKoe uccaedoganue, 000po8oabHoe coeaacue, NORYAsSUUs.

The Moscow Research Institute of Pediatrics and Pediatric Surgery is taking part in the international MecMilk study. Its purpose
is to reveal and estimate possible differences between those who have consented to participate in the MecMilk study and those who
have refused. A Moscow cohort of 393 infants, the mothers of 200 babies of them agreed to take part in the MecMilk study, was
recruited in 2011. Familial allergy history data in these neonatal infants were collected. A year later, 363 (92,4%) mothers were inter-
viewed using the United Kingdom Working Party criteria for atopic dermatitis. The incidence of allergic manifestations was two-fold
higher in the families who had agreed to participate in the MecMilk study. The manifestations of atopical dermatitis were recorded
in 8 of the 200 babies aged one year whose mothers had consented to participate in the study while 193 infants whose mothers had
refused presented with no symptoms of atopic dermatitis (p=0,0074). Thus, those who had agreed to participate in the MecMilk
study differed from those who had refused in the incidence of allergic manifestations among the babies and their relatives.

The probability of biased sampling in relation to the population should be taken in consideration when planning a study and interpret-
ing its results. Otherwise it will be not difficult, but also incorrect to compare obtained results.

Key words: babies, atopic dermatitis, prospective clinical study, voluntary consent, population.

Ha npoTsikeHnu nociaenHux 30 JieT KoJn4ecTBo JIto-
JIel, JXeNaloluX MPUHUMATh YJ4acThe B MEIUIINH-
CKMX HCCJIeNOBaHUSIX, HEYKJIOHHO cHuxkaetcs [1]. Oc-
HOBHBIC TIPUYUHBI — OIIIYIIeHWE BTOPXKEHUS B TNIHYIO
>KWU3Hb, YMEHBIIICHUE B OOIIEH TMOMYJISIIMN KOJIMIeCTBA
JINII, CKIIOHHBIX K JOOPOBOJIYECKOM HeSITeTbHOCTH, He-
XeJJaHWe yIacTBOBAaTh B MCCIICIOBAHUM, KOTOPOE HE MMe-
€T TIPSIMOTO OTHOIIECHMS K KM3HM YJacTHUKA, a TaKKe
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127412 Mocksa, Tannomckas yi., a. 2

Myn6aut Januwn bopucosuy — MD, MSec, acr. (research postgraduate) ot-
nenenust neauatpun Mimnepckoro Komtemka JIonnoHa
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HeXeJaHWe TPaTUTh BpeMsT Ha BU3UTHI B JiedeOHbIE yupe-
KIEHUS U cAaBaTh OMoJIornyeckre oopasibl TKaHe [2].

IMoHnMaHuWe NPUYMH, IO KOTOPBIM JIIOOU OTKAa3bl-
BalOTCSI OT YYacCTHsl B MEAMIIMHCKOM HCCIIEIOBaHNH,
CIMOCOOHO MTOMOYb UCCENOBATENSIM U30EXaTh psiia CU-
CTEeMaTUYEeCKMX OIIMOOK B OLIEHKE TaHHBIX U yoepedb
OT TIOCTIEYIONIe  HEeNPaBWJIBHON WX MHTEPIIPETaIuy.
K coxaneHuio, Ha CeTOMHSIITHUN NeHb KOJMIECTBO HC-
c/IeIOBAaHUI T10 3TOM TeMaTUKe OYeHb OrpaHuyeHo [3].
W3zBecTtHO, uTO Takue (aKToOphl, Kak MoJi, BO3pacT, 00-
pazoBaHWe W aHaMHE3 KOHKDPETHOTO YeJIOBeKa, MOTYT
MOBIUATh Ha ero BbIOOp [4, 5]. CobOpaHO HOCTAaTOYHO
TMAHHBIX [UTSI TOTO, YTOOBI TOBOPUTH O 60OJIEe OXOTHOM CO-
IJITaC¥W XEHIIWH Ha y9acTHE B MCCICIOBAaHWM 10 CPaB-
HeHMIO ¢ MyxunHamu [6—8]. To ke Kacaercs romeit
c boJiee BBICOKMM COITMAIIBHO-KOHOMHWYECKUM TIOJIO-
xeHueM [6, 8, 9] Jltoau, CKIIOHHBIE K KYpeHWIO, ajKo-
TOJM3My W HapKOMaHUU, pexXe MPUHUMAIOT YyJacTHe
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B UCCJIEIOBAHUSIX, W UX JOJII CPeld PECTOHIEHTOB He-
3HauuTeNbHA [2]. EAMHOro MHEHMS MO MOBOLY BIAMSIHUS
BO3pacTa WJu, HalmpuMep, STHUYECKON MPUHALIEKHO-
CTH Ha XeJIaHUE YYacCTBOBATb B UCCJIEIOBAHUSIX HA CETO/I-
HSILUHWE JeHb HeT [2].

C 2011 . Mockosckuit HUW nenuarpuu u neTckoit
XUPYPIUU YYACTBYET B MEXIYHAPOJHOM MCCIIEIOBAHUU
«MecMilk Study» mo n3yyeHu10 UMMYHHBIX (haKTOPOB
B MOJIO3UBE U TPYITHOM MOJIOKE, UX 3aBUCUMOCTHU OT (hak-
TOPOB OKpYXAaIIeH Cpelbl, MUTAHUA U ITHUYECKOM
MPUHAIJIEXXHOCTA U CBSI3U C MOJBEPXKEHHOCThIO asliep-
TMYEeCKUM M UH(EKIIMOHHBIM 3a00seBaHusIM. Mccneno-
BaHue nHULMKUpoBaHo MmrepckuM Kosuteaxem JlIoHaoHa
(Imperial College London, Great Britain) u o6beanHsier
uccienoBarebckue UeHTpbl Bennkobpuranuu, Poccun,
Htanuu u psiga Apyrux cTpaH. YHUGUIMPOBAHHbIN MPO-
TOKOJ UM MH(POPMUPOBAHHOE corjacue s MalueHTOB
COOTBETCTBYIOT TPEOOBAHUSIM 3TUYECKUX KOMUTETOB CO-
OTBETCTBYIOIIUX YUPEXKAECHU I CTpaH-y4acTHULL. 2KeHIII-
HaM-pOXEHULIAaM COOOIIAIM O BOBMOXHOCTU TPUHSATH
yyacTue B UCCIIEI0BAHUU, TPEIOCTABISIA MHMOPMALIUIO
0 HEM B MUCbMEHHOM BUJIE, OTBEYAIN HA BO3HUKILIKE BO-
MPOCHI ¥ MPU MOJOXKUTEIBHOM T00POBOJIBHOM PEIIEHUU
POXEHULIbI MOJyJyaay MOAMUCAHHOE €10 COOTBETCTBYIO-
mee MUHMOPMUPOBAHHOE COTJIacue.

B cooTBeTCTBMU C pacCUMTaHHBIM 3apaHee O0ObEMOM
BbIOOpKM B Poccum pelieHo ObUIO BKJIIOYUThL B MCCIe-
nosanue 200 poxeHull. JJoOpoBosibHOE coriacue Ha uc-
cjeloBaHKWe Tpearonaraio HeKOTOPYylo pernpe3eHTaTUB-
HOCTb BBIOOPKM MO OTHOILIEHUIO K monmyasiuuu. OmaHako
B T€UEHME MEPBOTO U3 TPEX MECSILIEB PabOThI C POXEHU-
11aMU CTaJIO SICHO, YTO COMJIAIIAIOTCS HA YYacTue B hccie-
JIOBaHUU U Ha 0003HAYEHHbIE B IIPOTOKOJIE JajbHENIINE
KOHTAaKTbl XEHUIMHbI, B CEMbSIX KOTOPBIX €CTb POJCT-
BEHHUKU C MPOSIBJICHUSIMU ajljieprud. MIMEHHO 3TOT
KOHTUHIEHT POXEHMI] OblI B OOJbIIECH CTEeNEeHU 3auH-
TepecoBaH B MPEIYCMOTPEHHOM MPOTOKOJIOM aJliepro-
JIOTUYeCKOM o0ciieloBaHuM pebeHKa B Bo3pacTe | roa.
B cBsI13U ¢ 3TUM B OCTaBIlIMECs ABA MECSLA MbI CTaJIA OT-
cJexXuBaTh UHMOOPMALIMIO 00 OTKA3aBIIMXCS OT y4acTHsI
B UCCJIEIOBAHUM MaTepsiX U UX CEMbsIX Ul OUEHKU BO3-
MOXHOTO CMelIeHUsI HabUpaeMoii BBIOOPKY MO OTHOLIE-
HUIO K MTOMYJISILIUY B LIEJIOM.

Lenb wuccnenoBaHusi — BBISIBUTb W OUEHUTb BO3-
MOXHbBIE DPA3IUYUS MEXIY CEMbsIMM, COIJIACUBIIMMU-
cg Hayyactue B<«MecMilk Study» u oTkazaBLIUMUCS
OT yyacTUsl B HEM, Ha BXOJle B MccieqoBaHUe (MpOsiB-
JIEHUS aJUIEpTUU Yy POACTBEHHUKOB HOBOPOXIECHHBIX)
U B €T0 KOHEYHOI TOYKe (KOJMYECTBO JETeil B BO3pacTe
1 rosa ¢ cuMnToMamMu aTONMUYECKOTO AEPMAaTUTA).

MATEPUAJI 1 METO/1bI

HccnenoBaHue omo00peHO 3TUYECKUM KOMUTETOM
MHWW nenuatpuu u AeTCKOW xupypruu MuH3npasa
Poccumn (mmporokon Ne1-MS/11 ot 18.01.2011) u aTU-

yeckum Komurerom West London Rec 3 (Ref.number
10/H0706/32) uJoint Research Office (JROSM0072)
B BenukobOpurtaHuu.

B okTs16pe — nexabpe 2011 r. B poansibHOM qome Ne 1
MockBbl HabpaHa KoropTa u3 393 nereil, Matepu KOTO-
PBIX MIPOXXUBAJIH ITPEUMYIIeCTBeHHO B CeBepo-3amaTHoM
AIMUHUCTPATUBHOM OKpyre MOCKBBI M Ha TIPJICTaBITUX
TEPPUTOPUSAK. BU3NUTHI B pOMUITBHBIN JTOM OXBaTHIBAJIN
BCEX POKCHUI[ OMHOTO M TOTO X€ OTHEJICHUS 3a IpeIIe-
CTBOBaBIIIME BU3UTY 2 cyT. HabpaHHas KoropTa XapakTe-
PU3YET COOTBETCTBYIOIIYIO TTOTYJISIIHIO.

PoxeHmIta coob1anra o HATMIMKU U3BECTHBIX i poI-
CTBEHHUKOB HOBOpoxiaeHHoro. CobpaHHast MHdopma-
WS Kacanach 0a0yIeK W nenoB, TeTeil U Asmeit, cecTep
POIHBIX W TBOIOPOMHBIX, OpPaTbeB POMHBIX W IBOIOPOJI-
HBIX 10 TUHUM MaTepH U OTIIa HOBOpOXIeHHOTO. CBOJI-
HBIX OpaTbeB WJIN CeCTEp YIMTHIBAIU, ITOCKOJBKY OIMH
W3 POIUTENICH SBISICS POMHBIM IS HOBOPOKIECHHOTO.
C 3Tux Xe MO3UIMI HaJu4drMe CBOIHBIX ASIel U TeTei
He YYUTBIBAJIU B MIpoliecce nocienyoliero ananusa. Eciu
Y HOBOPOXIEHHOT'O OBbLIO HECKOJIbKO OpaTheB WM Jsineil
W TIp., TO HATMYWE AJLICPTMYECKUX TTPOSIBICHUI XOTS OB
Y OTHOTO W3 HUX OIlEHWBATHM «l», He UBMEHSST Beca Ha-
omoneHusi. Eciu maTh He uMesa cBeleHuit o 3aboseBa-
HUSX POJICTBEHHUKOB, WX HE BKIIOYAJIM B CTATHCTUYC-
CKYIO 00paboTKYy.

Matb HOBOPOXIEHHOTO cOO00Ilaja O HAJIUYMU Y Hee
caMoli, yoTlia pebeHKa, a TakXke y KaXJIoro M3 UMero-
IIIUXCST TIEPEIMCIICHHBIX BBIIIe POICTBEHHUKOB ITUIIEBOM
JUIepTUH, aTOMMMIECKOTO IepPMaTHTa, 3K3eMbI, STTU30I0B
KPaImMBHUIIBI, aHTUOHEBPOTHUYECKHUX OTEKOB, aJuTeprude-
CKOTO PUHOKOHBIOHKTHBUTA, STM30MI0B JIEKAPCTBCHHOMN
aJIepruu, 6POHXUATHHOM aCTMbI. YUUTBHIBATIN CBEICHUS
KaK 0 MHOXXECTBCHHBIX, TaK M 00 CIUHWYHBIX 3MU3011aX
KPaImMBHUIIBI, aHTUOHEBPOTUYECKUX OTEKOB (HAIpUMED,
CBSI3aHHBIX C YIIOTPeOIeHNEM ITUTPYCOBBIX TTOCIE TIepe-
HecenHoro OPBU), nekapcTBeHHOI ajiepruu, Yaylibsi.
TakuMm o6pa3oM, TiepedeHb KIMHUICCKUX ITPOSIBICHUI
OBUT TOCTATOYHO IIMPOKHMM U OXBaTHIBAT OOJBITUHCTBO
COCTOSTHW, KOTOpBIe 10 BU3UTA K Bpavy-aJlIeproyiory
MMAlIMEeHT MOT PAaCIIEHWBATh KaK aJlepruJecKue.

Koropra u3 393 aeteit ectecTBeHHbIM 00pa3om (co-
rjlacue/Hecorjaacue Ux MaTepeil Ha yyacTue B MCClelo-
BaHWNM) OKa3ajach pasiejicHa Ha IBe TPYMIbL. 1-51 cocTa-
BUWJIa BBIOOPKY 13 200 HOBOPOXKAEHHBIX, MATEPU KOTOPBIX
COIIaCUJIMCh Ha yYacTue B UccienoBaHUU. 2-51 — 193 HO-
BOPOXIEHHBIX, MAaTePU KOTOPBIX OTKA3aJIUCh IPUHUMATh
yuyactue B uccienoBaHuu. Ooliee KoJIrM4ecTBO POJCTBEH-
HUKOB Y HOBOPOXAEHHbIX 1-i1 rpyniibl coctaBuio 1798;
Y HOBOPOXXJICHHBIX 2-1i Tpyrmel — 1736.

Cnycts 1 rox us uccienoBaHusi BbiObLIM 30 cemeit,
uonpoc 1mo kputepusim «The UK Atopic Dermatitis
Diagnostic Criteria Working Party», co3naHHbIM Ha OCHO-
Be kputepueB J. Hanifin u G. Rajka [10], 6bu1 nipoBeaeH
B 363 (92,4%) cembsix 13 393 BKIIOYEHHBIX B UCCIEIO-
BaHMe. bosee moapoOHasi nHopMalusl 0 AMarHOCTUKE

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEANATPUN, 1, 2014

83




aTOIMMYECKOTO JIepMaTUTa TI0 YKa3aHHBIM KPUTEPUSIM
npejacrabieHa BcTatbe [11]. YuuteiBasi, 4To B rpyIe
OTKa3aBIIMXCSI ObUT MCIOJb30BaH TeJe(OHHBINA CIO-
€00 ormpoca, a B TpyIle COIJMacUBLIUXCS MOMABJSIONIEe
OOJILIIMHCTBO JeTeil B Bo3pacte 1 rojga oCMOTPEHBI B OT-
nenenuu auieproniorun MHWW neanarpuu u aetckoit
XAPYPTUU, KPUTCPUW TIPUHATHUS PEIICHUS O HATMIUU
aTOMUYECKOro JepMaruta ObUIM YpaBHEHbI [Uisl 00e-
ux Tpymm. Brpymmme cormacuBImMxcs (MCKITIOYUTETHHO
JUTS1 aHAJIM3a MaTeprasa B COOTBETCTBUU C LIEbIO CTAThK)
aHaJIN3 TIPOBEJIA 110 HAOOPY KPUTEPHEB, ITPUMEHSIEMBIX
nJist oripoca 1o tenepony. ClrienyeT OTMETUTh, YTO yKa-
3aHHBIC OTPAaHWYCHUS HEe U3MCHWIM KOJWYECTBA JETeH
C IMaTHOCTMPOBAHHBIMU TTPOSIBIICHUSIMU aTOITMUYECKOTO
JnepMaTuTa.

YacToTel IPU3HAKOB W TPAHUIIBI WX TOBEPUTEIBHBIX
WHTEpBaJIOB paccuuThiBai B «GraphPad» 1o Mmomu-
dummpoBaHHOMy MeTomy Basbma, peKOMEHIOBaAaHHOMY
A. Agresti u B. Coull [12] B kauecTBe OCHOBHOTO IO CpPaB-
HEHWIO C METOJOM TOYHBIX (exact) ITOBEpUTEIBbHBIX
uHTepBanoB. [locnenguuit Obi1 mpennoxeH C. Clopper
u E. Pearson njist GuHOMUanbHOro pacnpenenenust |[13]
U 1eecoo0pa3eH B UCMOJAb30BAHUM TIPU MAJIOM KO-
JINYECTBE HaOJIOACHUI. YUMUTbIBas AOCTATOYHO OO0JIb-
Ioif 00BeM BBIOOPOK TTPY OMHOMHUATBHOM XapakTepe
pacrpesiesieHds] B MPOBEJAEHHOM HaMM HCCJEI0BaHUU,
METOJ TOYHBIX JOBEPHUTEITHHBIX WHTEPBAJIOB OBLT HAMU
HCMOJb30BaH BO BTOPYIO OuYepeb, MapauiebHO OCHOB-
HoMmy. KonmmaecTBeHHBIE pe3ybTaThl, MOTYYEeHHBIC STUM
METOJIOM, HE MPUBEIEHbI W3-3a ITOJIHOTO COOTBETCTBUSI
TIOCTOBEPHOCTH Pa3INIMiA, BBISIBJICHHBIX 000MMU METO-
nmamu. B psine cpaBHeHMI pa3imyust ObLTA HACTOJBKO BBI-
pakeHbl, YTO BMECTO 95% mOBEpUTETbHBIX UHTEPBAIOB
HCIOJIb30BaHbI 99%.

KonmuyecTtBo meTeil ¢ aTOMUYECKUM  JIEPMaTUTOM
B Bo3pacTe 1 roja B rpyniiax COrIaCUBUIMXCS U OTKA3aB-
IITUXCST COTIOCTABIISUTA JBYCTOPOHHUM TOYHBIM KPUTEPH-
eM Duiepa. Pazmmaust curtanm 3HAYUMBIMK TP YPOB-
He abda-oimndku meHee 0,05.

PE3VIJIBTATBI 1 OBCYX/JIEHNE

Pe3ynbraThl CTATUCTUYECKOTO aHAIM3a MOATBEPIAUIN
HaJIMyue JOCTOBEPHBIX Pa3MuMii MEXAY TpyNIaMu 0-
OpPOBOJILHO COMIACUBIIMXCS HA yYacTUe B UCCJIEOBAHUNU
1 OTKA3aBUIMXCS T10 TOBOJIBHO OOLIMPHOMY pPsIIy MpU-
3HAaKOB (CM. Tabsiuiy). YacTora MposiBIEHUI ajilepruu
cpely BceX poACTBEHHUKOB Obljia B 2 pa3a BhlLle B TPYIIIe
cornacuBlIuxcs. PacrnipeneneHue poaCcTBEHHUKOB B 3a-
BUCUMOCTH OT MoJia (MYXCKOW/XEHCKUIt) CBUIETEIbCT-
BOBAJIO O IBYKPATHOM MpeodafaHuy 4acTOThl B TPYIIIe
COIJIaCUBILIUXCSl KaK Cpeii  POJACTBEHHUKOB-MY>XKUMH,
TaK Y Cpeu POJCTBEHHUKOB-XeHIIMH. [IpumMeuaTesnnb-
HO, UTO CTeleHb pa3IMuuil HapacTaja 1o Mepe yriyoJe-
HUSI B MPENIIECTBYIONINE IMOKOJEHUSI POJACTBEHHUKOB.
Tak, B MOKOJEHUU HOBOPOXAEHHBIX (T.€. CPeAr UX POJI-
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HBIX/IBOIOPOIHBIX OpaTheB/CECTEp) COOTBETCTBYIOILINE
YaCTOThI Pa3INYaIMCh MEHEe YeM B 2 pa3a, B MOKOJEHUU
ponuteneit (T.e. cpeau OTLOB, MaTepel, AsIeil 1 TeTeil)
— 0Oosee yeM B 2 pasa, a cpeau 06aOyIIeK u aeaoB — 00-
snee yeM B 3 pasa. bosiee BbIpakeHHBIE pa3IMuMs B I1O-
KoJIeHUU 0abyuliek U IeA0B, MO HallleMy MHEHUIO, CBSI-
3aHbI C TEM, UTO MpobJieMa aNIEPTUYECKUX MTPOSIBICHUI
B CEMbSIX CYILIECTBYeT Ha MPOTSDKEHWU JOECSITKOB JIET,
U IOCTOBEPHbBIE PA3INYusl MOATBEPKAAIOT FEHETUUECKYIO
MPeAPacnoaoKeHHOCTb.

B cembsix, coracuBIIMXCS Ha ydyacTUE B McCCIe-
JIOBAaHUU, ClielyeT OTMETUTh 00Jiee BBICOKYIO YAaCTOTY
MPOSIBJICHUN aJyIepruu y MaTepeil, OTUOB W POIHBIX
opatbeB. [lpuueM Kak sl OTLOB, TaK W IJIsS POJHBIX
OpaTbeB pas3MuMsl BbIpaxKeHbl B OOJbLIEH CTerneHu
10 CPaBHEHMIO ¢ MaTepsiMu. Tak, 4yacToTa MPOsIBJACHUI
ajepruu y Matepeit oblia B 2 pasa 0oJiblieid, B TO Bpe-
Ms KaK y OTHOB U pOAHBbIX OpaTheB — B 2,5 pasza. Cie-
nyeT oOpaTuTh BHUMaHUE Ha Oojiee IIMPOKUI MpPo-
MEXYTOK MEXIY [IOBEPUTEbHBIMU WHTEepBaJlaMH,
XapakTepU3yIOIIMMU OTLIOB U IBOIOPOAHBIX OpaThes,
M0 CPaBHEHMIO C TAKOBBIM [IJII MaTepei, 4YTO CBUE-
TEJIbCTBYET O 3aKOHOMEPHOM XapaKTepe pasjinyuii
MEXIy TpyNIraMy COIJIACUBUIMXCS W OTKa3aBIIMXCS,
OYEBUJHOM Jlaxxe MpU OOJbUIONH MPOTSKEHHOCTH H0-
BEPUTEJIbHBIX MHTEPBAIOB. DTU JaHHbIE MO3BOJISIIOT
npennoJiaratb 00jee BbIPaXXEHHYIO 3HAYUUMMOCTb MPO-
SIBICHUI ajlJIepruy IO MYXCKOU JIMHUU, O YEeM CBU-
NIeTEeJIbCTBYIOT TMOJYYEHHbIE HAMM DaHee DPe3yJbTaThl
BBICOKOH creliM(pUUYHOCTU YKa3aHHbIX CBeleHuil [14].
Mbl He MOXEM JaThb FEHETUYECKOr0 0OOCHOBAHUS MO-
NIOOHBIM pe3yJbTaTaM B 3aBUCMMOCTM OT MoJja, y4yu-
ThiBasl TMONYJSIUMOHHBIA XapakTep HWCCeI0BaHUS
U OTCYTCTBHME BbICOKOCTIELIM(PUYHBIX T€HOB-MapKepoB
IUJISI TAKOTO IIMPOKOTO CHEKTpa MpOsIBICHUI ajiep-
MU, KOTOPBIM ObLT HaMU OXBayeH B Mpolecce coopa
uHdpopMauu. MoxXHO Mpeanoaratb, YTo €Cld MaTe-
PU HOBOPOXKIEHHBIX 3HAIOT 00 alJIepruyeckux MposiB-
JICHUSIX Y MY>KUYUH B CEMbE, TO 9TU MPOSIBJIEHUS Aeii-
CTBUTEJNbHO (DEHOTUNUYECKU 3HAYMMBbI, B TPOTUBOBEC
MOJIHOMY OTCYTCTBMIO KaKMX Obl TO HU OBIJIO pa3ivnymii
B YacTOTE MPOSIBJIEHUI ajulepruu y IPYyrux poACTBEH-
HUKOB B TpyMIlax COTJACUBIIMXCS U OTKA3aBIIUXCS.

CrieyeT OTMETUTb, UTO PA3IUUMSI MEXAY MaTepUH-
CKOW U OTLOBCKOW JIMHUSIMHU B YACTOTE IIPOSBICHUI
aJUIepruu  Cpeaud COOTBETCTBYIOIIMX POACTBEHHUKOB
OTCYTCTBYIOT Kak B IpYIIIie COIJIACHMBILMXCSI HA yyacTue
B MCCJIEIOBAHUU, TaK W BrpyImme oTkasaBiuuxcs. Tak,
COIOCTaBJIEHUE TpaHULl JOBEPUTEJbHBIX WHTEPBAIOB
B IPYIINE COTJIACUBILMXCSl HE BBISIBUWIO Pa3IiuuUil MEXIy
06a0yIKaMu T10 JIMHUW OTLA U MO0 JUHUM MaTepu. To XKe
MOXHO cKa3zaTb o0 0a0ylkax BTpyINe OTKa3aBIIMXCS
OT y4acTUsl B UCCJIEIOBAHUU. AHAJIOTUYHbIE PE3yJIbTaThl
MOJy4Y€Hbl B OTHOLIEHUU JEIOB, IsIEN U TeTei.

HecmoTpsi Ha BbISIBJIEHHBIE JOCTOBEPHbIE Pa3IUYUs
MeXJ1y TpyIIiaMM, HU COTJIAaCHBILIMECS] Ha ydyacTUe B UC-
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Tabnuya. PacnpocTpaHeHHOCTH A/IePrHYECKUX MPOSBICHHIA Cpeau POACTBEHHHKOB HOBOPOKIEHHBIX

PoncTBeHHUKY Tpynna cornacuBIIMXCS Ipynna oTkazaBIIMXCS TMonynsius
abcomoTHast JOBEPUTEITb- abcomoTHasK JIOBEPUTEITb- abcomoTHast JOBEPUTEIIb-
4acTOTa/BCEro Hblii UHTE- 4acToTa,/BCErO HbliA UHTEP- 4acToTa/BCEro Hblii HHTEP-
(OTHOCHTEb- Ban (adjusted (OTHOCHUTEITb- Ban (adjusted (oTHOCHTENB- Bau (adjusted
Has yactota, %) Waldmethod), %  Hasi yactota, %) Waldmethod), %  Hasuactora, %) Waldmethod), %
Bce poncTBeHHU- 299/1798 99% 143/1736 99% 442/3534 99%
Ku* # (16,63) CI 14,49—19,02 (8,24) CI6,69—10,11 (12,51) CI11,14—14,01%
Bce poacTBeHHUKU 131/940 99% 62/884 99% 194/1908 99%
— MYX4YUHBI* # (13,94) CI11,27—17,11 (7,01) CI 5,08—9,58 (10,17) CI 8,52—12,10
Bce poncrBeHHUKY 167/1116 99% 81/1004 99% 248/1953 99%
— XEHIIUHBI* * (14,96) CI12,41—17,93 (8,07) CI6,10—10,58 (12,70) CI110,88—14,77
Ba6yiiku u neasr* 124/825 99% 35/747 99% 107/1520 99%
# (15,03) CI 12,09—18,53 (4,69) CI 3,02—7,15 (7,04) CI 5,52—8,93
Ponurenmn* * 148/740 99% 72/731 99% 220/1471 99%
(20,00) CI 16,48—24,06 (9,85) CI17,34—13,08 (14,96) CI12,71—17,51
Bpartbst/cecTpbl 79/285 99% 36/258 99% 115/543 99%
POIHBIE U/WIN (27,72) CI 21,44—35,02 (13,95) CI19,23—20,49 (7,45) CI5,90—9,37
JIBOIOPOHBIE™ *
Marp* * 67/200 99% 31/193 99% 98/393 99%
(33,50) CI 25,54—42,52 (16,06) CI110,31—24,07 (24,94) CI 19,75—30,96
Orupr* # 45/200 95% 18/193 95% 63/393 95%
(22,50) CI 17,24—28,80 (9,33) CI5,91—14,33 (16,03) CI 12,72—20,00
Babyiika mo Mate- 31/199 95% 15/192 95% 46,/391 95%
PUHCKOM TUHUN (15,58) CI11,16—21,30 (7,81) Cl4,71—12,57 (11,76) CI 8,92—15,36
Ba6ymika o ot- 18/187 (9,63) 95% 9/183 95% 27/370 (7,30) 95%
LIOBCKOM JIMHUNA CI16,10—14,78 4,92) CI2,48 —9,21 CI5,03—10,44
Jen 1o MaTepuH- 10/199 (5,03) 95% 7/192 95% 17/391 (4,35) 95%
CKOI1 JIMHUU CI2,64—9,11 (3,65) CI1,63—7,48 CI2,69—6,90
Hen no oroBekoit  13/188 (6,91) 95% 4/180 95% 17/368 (4,62) 95%
JIMHUT CI 3,99—11,57 (2,22) C10,67—5,77 CI2,85—7,32
Terst mo matepuH-  10/81 (12,35) 95% 7/74 95% 17/155 95%
CKOM JINHUK CI 6,66—21,45 (9,46) CI 4,38—18,54 (10,97) CI 6,87—16,95
TeTst IO OTIOB- 7/95 (7,37) 95% 4/94 95% 11/189 (5,82) 95%
CKOI1 TMHUT CI 3,38—14,67 (4,26) CI 1,33—10,78 CI3,17—10,23
Jans mo marepun-  13/88 (14,77) 95% 6/97 95% 19/185 95%
CKOI JTMHUU CI 8,70—23,79 (6,19) CI2,60—13,11 (10,27) CI 6,60—15,55
JIs0s1 IO OTIIOB- 6/76 (7,89) 95% 6/80 95% 12/156 (7,69) 95%
CKOM JINHUNA CI 3,36—16,48 (7,50) CI 3,19—15,71 CI 4,34—13,08
CecTpbl pOIHBIE 23/61 (37,70) 95% 7/39 95% 30/100 95%
CI 26,59—50,27 (17,95) CI 8,66—32,98 (30,00) CI 21,87—39,61
Cecrpsl goopon-  11/79 (13,92) 95% 8/77 95% 19/156 95%
HbIE Cl17,78—23,41 (10,39) CI5,12—19,42 (12,18) C17,86—18,32
Bpatbs ponnsie* *  27/60 (45,00) 95% 11/60 95% 38/120 95%
CI 33,09—57,51 (18,33) CI 10,38—30,09 (31,67) CI 24,00—40,47
Bpares nBoropon-  18/85 (21,18) 95% 10/82 95% 28/167 95%
HEBIE CI 13,75—31,10 (12,20) CI6,57—21,20 (16,77) CI11,81—23,21

HpuMewaHue. * — Paznuuust JIOCTOBEPHBI Y 110 METOLY «TOYHBIX» JOBEPUTEIbHBIX MHTEPBAJIOB; * — pa3inyuvs JOCTOBEPHBI MEXAY IpyMnamMu co-

[JTACMBLIMXCSI M OTKA3aBINUXCsT; ¥ — MHTepBas paccunTa He B “GraphPadSoftware”.

CJIEJOBAHWHM, HU OTKa3aBIIMECA OT HEIro HEC OTIMYAIOTCA
OT MOITYJIALIMU B LIEJIOM I10 YaCTOTE HpOHBHeHVIﬁ aJliep-

THUN 'y COOTBETCTBYIOLIMX POACTBECHHUKOB. HOHYJTHL[I/IOH—

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEANATPUN, 1, 2014

HbIE YaCTOTBI U VX TOBEPUTEJIbHbIE MHTEPBAJIbI PUBEIE-
HBI HAMU B TaOJIALIE.
Pesynbratel aHaM3a ceMETHOTO aHaMHe3a CBUAETEIb-
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CTBYIOT O TOM, YTO HAJIMYUE MPOSIBJICHUI aJlJIEPIUU B Ce-
MbSIX HOBOPOXX/IEHHBIX CIIOCOOCTBOBAJIO COTJIACUIO POXE-
HMIIBl Ha y4acTUE B aJUIEPTOJIOTUYECKOM MCCIIEIOBAHUM.
IMono6Hast TeHaeHUMsT 0O03HAYeHa U B Oojiee IIMPOKHUX
IpaHULIAX: JIOAU, Y KOTOPbIX B aHAMHE3e OTMEYeHa CUM-
MTOMaTHKa, peJieBaHTHAas TeMaTUKe MCCeqoBaHus1, Oojiee
OXOTHO COIJIAllIatOTCs IPUHSITH B HEM ydactue [15].

ITocne ogHoro roga MPOCMEKTUBHOIO HAOMIOACHUS
Onpoc MaTepeil BbISIBUI JOCTOBEPHBIE PA3IUUUS MEXIY
IpYIIaMU COMIACUBILUXCS W OTKA3aBLIMXCSI €lle MO Ofl-
HoMy nipu3Haky. KiiHuueckue nposiBaeHust aToNnu4ecko-
ro nepmarura 3adukcupoBaHbl y 8 u3 200 gereit U3 rpynbl
COIJIaCUBILIUXCS, B TO BpeMsl Kaky 193 nmeteil u3 rpynmbl
OTKa3aBILMXCS HE YCTAHOBJIEHO HU OJHOTO ciiydasi 3a60-
snesanus (p=0,0074). Tem cambiM (OpMUpPOBAHUE TPYIIT
10 KPUTEPUIO TOOPOBOJIBHOTO YYacTUsl B MCCAENOBAaHUU
BBISIBUJIO Pa3/IMyusl HE TOJbKO B €r0 Havyajle Ha 3Tare Ha-
Oopa jereii, Koraa MOXXHO ObLIO OLIEHUTB JIMIIb CBEIEHUS
O MPOSIBIEHUSIX JIJIEPIUU Y POACTBEHHUKOB, HO U B KOHIIE
MPOCMEKTUBHOIO HaOIONEHUsI, KOTAa KOJMYECTBO JAeTel
rOIOBAJIOT0 BO3pacTa € aTOMUYECKUM JEPMATUTOM CTaJlo
JIOCTOBEPHO Pa3INyaThCsl B 3aBUCUMOCTH OT MPUHAIEXK-
HOCTHU K TOW WJIM UHOM TpYIIIe.

3AK/IIOYEHUE

Poccuiickas koropra nereid, yJ4acTBYIOIIUX B Me-
>KayHapoaHoM ucciaenoBaHuu «MecMilk Study» mo us-
YICHUI0 UMMYHHBIX (DaKTOPOB B MOJIO3MBE W IPYITHOM
MOJIOKE, WX 3aBUCUMOCTH OT (haKTOpOB OKpYXKalowleii
CpeIIbl, TUTAaHUS W STHUIECKOM MTPUHAICKHOCTH U CBSI-
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31 C MOABEPXKEHHOCTBIO aJlJIEPTUYeCKUM | MHMEKIN-
OHHBIM 3a00JIEBaHUSM, TPEACTABISIET COOOW BBIOOPKY,
KOTOpast XapaKTEPU3YeTCsT OIPENeICHHBIM CMEIICHUEM
10 OTHOIIEHWIO K TomyJsiiiu. CMeleHre MPOCIeKeHO
10 KOJIMYECTBY POACTBEHHUKOB C MPOSIBJICHUSIMHU aJlIep-
MU B CEMbSIX HOBOPOXIEHHBIX, 0COOEHHO BhIPAsKEHHOMY
B IMOKOJIEHUY 0adyliek/Ie0B, a TAKXe Y OTLIOB, POTHBIX
OpaTbheB M MaTepeil. BMecTe ¢ TeM, HECMOTpsI Ha yKa3aH-
HOEe CMeIleHNe, BBHIOOpKa He SIBISICTCS MCKYCCTBEHHOM
WA «OTOPBAHHOW» OT MOMYJISLIAMN.

BrIsiBIeHHOE cMellleHue, Ha Halll B3IJISI, TOBIIUSI-
JIO Ha pacTpOCTPaHEHHOCTh ATOIMMYECKOTO IepMaThTa
y IIeTeii 110 TOCTIDKEHUH MU TOIoBaIoro Bo3pacra. Ko-
JINYECTBO JETEH C MOJTOXKUTEIBHBIMU KPUTEPUSIMU 3200~
JIEBaHUSI B BHIOOPKE CBUICTEIBCTBOBAJIO O TOM, YTO JIO-
OpOBOJIEHOE COTJIaCHe Ha MCCIieMOBaHUE He SIBIISIETCS
ciaydaitHbiM. TIpu mIaHUpOBAaHUM WCCIIETOBAHUSI HEOO-
XOIMMO YUYUTHIBATb BEPOSITHOCTh CMEILEHUS BBIOOPKHU
10 OTHOIIEHMIO K MOMYJISIIUK. B MpOTUBHOM cilyuyae co-
MOCTABJISATh MOJIydeHHbIE PE3YIbTAThI C TAKOBBIMU B IPY-
WX MCCIEMOBAHUAX OymeT He TOJBKO CIIOXKHO, HO M He-
KOPPEKTHO.
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Hcnosib30BaHne BBIYUCIUTEIHHBIX METOI0B M SKCIEPTHOIO MOIX0/A JJIs1 ONpe/ e eHus
THIIA NIOCJIE0KOTOBBIX PYOLIOB KOXKHI
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Application of computational and expert approaches to determining the type of postburn
skin scars

D.D. Dolotova, L.V. Shurova, B.A. Kobrinsky, L.I. Budkevich

Pirogov Russian National Research Medical University; Research Clinical Institute of Pediatrics; G.N. Speransky City
Children’s Clinical Hospital Nine, Moscow

OaHUM U3 aKTYaJIbHBIX BOMPOCOB JIEUEHHs AeTeil C MOCJIeACTBUSMM 0KOrOBOi TPABMBbI SIBJISIETCS CJOXKHOCTb B BbIOOPE TAKTHUKH
nmpoTHBOPYOUOBBIX MeponpusTuii. [ToBbimenne ux 3¢ppeKTUBHOCTH BO3MOKHO HA OCHOBE (0Jiee TOYHOI TUATHOCTHKM THNA PyO-
LOBO# TKAHH, YTO MO3BOJIUT ONPEAETUTh ONTHMAJIbHOE COYETAHNE CPECTB H METOOB IS JIEYEHHUSI 0JKOTOBBIX PEKOHBAJIECLEHTOB.
HecMoTps Ha TO 4TO B MOCJeHee BPeMsi MOSABUIMCH PAOOTHI, MOCBSILIEHHbIE HCIOIb30BAHMIO PA3TMYHBIX 00BEKTHBHBIX METOIOB
JUIS pelieHus 3TOi Mpo0JIeMbl, 10 CHX MOP CAMbIM PACTIPOCTPAHEHHBIM CIIOCOOOM OIIEHKH MOCJIE0KOrOBOro Pyoua sABAAETCS KIMHA-
YecKHii 0CMOTP, KOTOPBIil B CHJTY CBOEii CYObeKTHBHOCTH XapPAKTEPU3YeTCs BLICOKUM MPOIEHTOM OMIMOO0K. B cTarbe mpeniaraercs
HCHOJIb30BAHKE AJITOPUTMOB ONpe/ieJIeHHs THIA PyOLa ¢ OMOLIBIO MeTOIA OMHAPHO perpeccuu 1 3KCIepTHOro noaxona. B padore
ObLIH MCNOJIb30BaHbI JaHHbIe 109 KIMHMYECKUX OCMOTPOB PyOLIOB Y 75 nauueHToB, oOpamaBumxcs B JIeTCKyI0 ropoacKyio KJIMHH-
yeckylo 00bHUIY Ne9 um. I.H. Cnepanckoro. Co3aanHble aJaroputmbl (PaBUIia) NOKA3aJM BbICOKYIO TOYHOCTD ONpe/ieIeHHs TUNa
pyOuLa ¥ ObLIM pean30BaHbl B MPOrPAMMHOM MOJIYJI€, MO3BOJISIONIEM MOC/I€ BHECEHUS TAHHBIX KJIMHAYECKOTO OCMOTPA M IABHOCTH
CYIIEeCTBOBAHUSA PyOUA onpeaeuTh BEPOSITHOCTh OTHECEHHsI PyOla K OJHOMY U3 KJIMHHKO-Mopdosornyeckux Tunos. Ilporpamma
TpeIHA3HAYEHA KAK I Bpayeii-CnenuaiucToB, TaK v IS Bpadeii 001Ieii NpaKTHKH.

Knrouesvie croea: nocaeosncoeosulii pybey, pewarousue npaguaa, SKCHEPMmHbLil N00X00, OUHAPHAS peepeccusl.

Difficulties in choosing anti-scarring tactics are one of the topical problems in the management of children with sequels of burn injury.
Therapeutic effectiveness can be enhanced, by making a more accurate diagnosis of the type of scar tissue, which allows the deter-
mination of an optimal combination of tools and methods for convalescent burn treatment. Despite that there are recent research
works dedicated to the practice of unbiased methods, clinical examination is so far the most widespread method for scar assessment,
which shows a high percent of medical errors in view of its subjectivity. The authors of this article propose an algorithm of scar type
identification via binary regression and expert approach. The data of 109 clinical examinations of scars in 75 children admitted
to the G.N. Speransky Children’s Clinical Hospital with burn scar were reviewed. The developed algorithms showed a high efficiency
in identifying the type of a scar and were implemented in software that could define the probability of classifying the scar as one of the
clinical and morphological types after entering the clinical exam data and scar age. The program is designed for both combustiology
professionals and general practitioners.

Key words: postburn scar, decision rules, expert approach, binary regression.

Poccum  3a MemUIIMHCKOW TTOMOIIIBIO  TIO TIOBOIY
O0XOTOB €XerogHo obpaiawTcss 75—77 Thic. ne-
Teit [1], aro cocraBusieT 33,5—38% oT obI1IeTO YKCIIA TT0-

© KonnekTtue aBTOpOB, 2014
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Anpec 1151 KoppecnionzieHuyu: Jlonorosa Jlapbst JIMUTpreBHA — acCUCTEHT Kad.
MEIUIIMHCKOMN KNOepHEeTHKK U nHpOpMaTuKu Poccuiickoro HallmoHaIbHOTO
HCCIIeI0BaTEIbCKOro MeIMLIMHCKOro yuuBepeutera M. H.W. Tuporosa
117997 Mockaa, yn.OcTpoBUTSIHOBA, 1. 1

[yposa JIuaust ButanbeBHa — K.M.H., CT.H.C. OTIEJICHUS TEPMUYECKON TPABMbI
HUWKW nexnarpun

Kobputckuit Boprc ApkanbeBu4 — 1.M.H., mpod., pyK. HayaHoro tieHtpa HO-
BbIX MH(OPMALIMOHHBIX TEXHOJIOTU TOTO K€ YUpexneHusl, npodeccop kadenpbt
MeIUIIMHCKOU KnbepHeTnkY 1 nHpopmatuku PHUMY um. H.U. TTuporosa
125412 Mockaa, yi. Tannomckas, 1. 2

Bynkesuu Jlronmuina MacoHoBHa — /1.M.H., 3aB. 2-M O3XOTOBbIM OT/IEJIEHUEM
JATKB Ne9 um. I'H. Criepanckoro MockBbl

123317 Mocksa, LLIMuTOBCKMii npoes, 1. 29

CTpaIaBIIMX OT OXKOTOB. B rmocemytoiem, mocie 3aKuB-
JICHUsI OKOTOBBIX paH ¥ BBIITMCKYU W3 CTallMOHapa GoJiee
80% maineHTOB HYXITAIOTCS B peaOMIUTAIIMOHHBIX Me-
POTIPUSITHSX, TIPOBOIUMBIX Ha TIPOTSKEHUH MHOTHX JIET
ITOCJIe TPaBMBI; B IIPOTUBHOM cCJIydae OTMEJaeTcsl pas-
BUTHUE PYOLIOBBIX KOHTPAKTYP. DTO OOYCIOBIEHO CKIIOH-
HOCTBIO OpraHu3Ma pebeHKa K M30BITOYHOMY CHHTE3Y
KOJUTareHa TIpY 3aXKWBJICHUM KOXHBIX PaH, a TaKXe JIHC-
MPOTIOPIIMEN pocTa pyOIIOBO-U3MEHEHHBIX W HOPMaTb-
HBIX y9aCTKOB KOXM.

B cBsi3u c 3TUM TNIaBHas 3amadya TP JICUCHUW Jie-
Teil ¢ pyOLIaMU KOXM COCTOMT B OOECITIEYEHUU YCIOBUIA
IUTSI HOPMJIBHOTO  (DOPMHMPOBAHUS  TIOCIEOKOTOBOTO
pyoma. DTo ompenensercss IPOBeICHWEM KOMILIeKca
(uznoTepaneBTUUECKUX TPOICAYP, WCIOTH30BAHUEM
MpeTnapaToB MECTHOTO HAIIPaBJICHHOTO IEHUCTBUS, CUIIH-
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KOHa, KOMIIPECCUOHHOM Teparuu, Jie4eOHOM (DU3KYITb-
TYypbl U CIIELIMaJIbHOTO Maccaxa, a Takke CaHaTOPHOTO
JedeHus. DPGHEKTUBHOCTD MPUMEHSIEMBIX MEP 3aBUCHUT
OT MPaBWJIBHOTO COYETAaHWSI METOMNOB JIEYeHUS] PYOLIOB
C YU4€TOM aKTUBHOCTH M THITa PyO10BOii TKaHM. Hecmo-
TPsI Ha TO YTO B ITOCJIEIHEE BpeMsl MOSBUIUCH PabOTHI,
MpeiaramIme UCrojb30BaHUEe Pa3IUYHbIX OOBEKTHB-
HBIX METOIOB JIJISI TMaTHOCTUKM TUIia pyoia [2, 3], Hellb-
35 YIyCKaTb W3 BHUMAHMS TPOOJeMy HeZOCTATOYHOM
UX JOCTYITHOCTH B Pa3IWYHBIX MEAUIMHCKUX OpraHu3a-
MsIX cTpaHbl. OCHOBHBIM METOIOM OMArHOCTUKHU THUIIA
pyOlLI0BO#T TKAHU IO HACTOSIIIIETO MOMEHTA OCTAeTCsl KU -
HUYECKHI OCMOTp pyOlla, KOTOpBIN B CUJTy TIpUCYLIEH
eMy CYObeKTUBHOCTH JTaeT BBICOKUIA TTPOLICHT OITMOOK —
o1 25 10 80%, corlacHO pa3IUYHBIM MCTOYHUKAM JIUTE-
patypsl [4, 5]. CTosib BbICOKAsI 4aCTOTa OLIMOOK 00YCII0B-
JINBAET ITOMCK HOBBIX PEIIEHUIA TaHHON MPOOIEMBI.

Cnioco06bI JieueHUsT pa3TNnIHbIX TUTIOB PyOLIOB Kapau-
HaJIbHO pa3jINyaloTcs, a MpUMEHEeHUe HEBEPHOM CXEeMbI
JIeYeHUs B MOCJEAYIONMIEM BeIeT K HeOJIaronpusTHBIM
MOCJIEeICTBUSIM: MPOrPECCUPOBAHUIO POCTa PyOLIa, HAPY-
EeHNIO (PYHKLMI CYCTaBOB M MOSIBICHUIO YPOIYIOIIUX
nedopManuii, KOTopble HEPeIKO CTAHOBITCS MPUIMHOMN
COLMAJIbHOM Je3afanTalliy MOCTPaJaBIINX M MX MHBATU-
U3aLN.

Takum 00pa3oM, 3amaya COBEPIIEHCTBOBAHUS MEPO-
MPUSTUI Ha peaOMINTALIMOHHOM 3Tare Mociie TepMude-
CKHX TpaBM OCTaeTcs akTyajlbHOU. OOTHWM W3 Hampas-
JIEHUH SIBNIIeTCS pa3paboTKa KOMITBIOTEPHBIX MTPOTpamMM
Ha OCHOBE JITOPUTMOB (peuiarouiux MpaBuil), Hampas-
JIECHHBIX Ha KOHCYJIBTaTMBHYIO IOMOIIb BpayaM B IPU-
HATUU pelIeHW B KOHKPETHBIX CHUTyallUsIX. B cBA3M
C BBIIIEN3JIOKEHHBIM 1IEJIbI0 HACTOSIIETO UCCIeIOBAHUS
SIBJISLJIach pa3paboTKa MpOorpaMMHBIX MOIYJIEH C UCTIONb-
30BaHUEM aJITOPUTMOB OUddepeHIINaTbHON TUarHOCTU-
KU MOCJIE0KOTOBbIX PyO1IOB HA OCHOBE AAHHbBIX KIMHUAYE-
CKOT0 OCMOTpa.

XAPAKTEPUCTUKA JTETEN 1 METOJbI
NCCIEJOBAHUA

B paboTe ObUTM MCTIONB30BaHbI JaHHBIE 00 oOparie-
HUU 75 MALMEHTOB C MTOCJIE0XOTOBBIMU pyO1iaMu B JleT-
CKYI0 TOPOJCKYIO KIMHWUYECKYIO OoJabHUIY N9 wum.
I H. Cnepanckoro B mepuon ¢ 2010 mo 2013 . U3 Hux
27 NauMeHTOB HYXXIaJIuCh B aMOyJ1aTOPHOI TTOMOIIIH, 3a-

KJTIOYABIIIEICST B PETYISIPHBIX KOHCYJIBTALIUSX, B XO/I€ KO-
TOPBIX MPOBOAWICS KIMHUUECKUI OCMOTP MOCIEOXOT0-
BBIX PYOLIOB 1 Ha3HAYaJIOCh COOTBETCTBYIOIIIEE JICUCHHE.
Ewe 48 manueHtaMm Obula oKa3aHa MOMOIb B YCIOBUSIX
CTallMOHAapa: B CBSA3M C Pa3BMBIIMMUCS PYOLIOBBIMU Jie-
dopMalsaMu U KOHTPAKTypaMu OHU OBUIM TOCITWTA-
JIU3UPOBAHBI B OTAEJIEHHE PEKOHCTPYKTHUBHO-TIACTH-
YyecKoil xupypruu. BospacT meteit BappupoBall oT 3 Mec
1o 14 ner.

Bcero y nereii Obuto BbIMOMHEHO 109 KIMHUYECKUX
OCMOTPOB ITOCIE0KOTOBBIX pYOLIOB Pa3TMYHBIX 00JIACTEl,
HX pacripeleieHue Mo KIMHUKO-MOP(HOIOTMIeCKUM TH-
maMm mpeacTaBieHo BTa6m. 1. Ilpw ocMoTpe mpoBoOAM-
Jlach OayThHAsl OIIEHKA CIICAYIONIUX IPU3HAKOB pyOIIa:
BBICOTA, 1[BET, TUIOTHOCTD, 3JIaCTUYHOCTDb, HAJTMYKE 3yaa
u runepecre3uu (puc. 1). BoaMoxHble 3HaUeHUsT KaxX10-
ro 13 MPU3HAKOB M COOTBETCTBYIOIIME UM OaJUTbl ObUTH
orpeneeHbl Ha OCHOBE CYIIECTBYIOIIUX IIIKal OLEHKH
pyouoB [6—9]. B Gosee yeM moyIoBUHE Cly4aeB ISl TH-
nepTpoPUIECKUX U KEIOUAHBIX PYOLIOB IPOBOAMIOCH
TUCTOJIOTUIECKOE UCCIIeIOBaHNE OMONTATOB MCCEUEHHBIX
pyOLIOB (¢ pukcalmeil ux B popManinHe ¢ Mocaeayroei
OKPACKOI reMaTOKCUJIMHOM Y 303MHOM), IIPH 3TOM OBIJIO
BBIsSIBIIEHO 20% OIIMOOYHBIX KIMHUYECKUX OLIEHOK.

CaeneHusi 00 aHaMHE3€, OCMOTpaX, Ha3HAYEeHHOM
JIeYeHWH, BBITIOJTHEHHBIX ONepalysax ObII 3apernCcTpH-
poBaHBl B MHMOPMALIMOHHOM CUCTeMe, pa3paboTaH-
HOM HaMM TIpW MCIOJIb30BAHUM CUCTEMBbI YIpaBICHUS
6azamu paHHbIX Access 2003. Bce konmyecTBeHHBbIE
MPU3HAKU OBUTM TIPOBEPEHBI Ha HOPMAJIBHOCTh pacIipe-
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Puc. 1. Ankera ans KMHIYECKOTO 0CMOTpA PyOIIOB.

Tabnuya 1. Pacnpenenenue pyo1os no KIMHAKO-MOP(OIOrMUeCKHM THIIAM

KiuHuko-Mopdosoruyeckuii TuI pyoua

Konuuectso HaGmoaeHMi, adc./%

He3spenbrit
Hopmotpoduueckuii
Tuneprpoduueckuit
KenonnHsrit

Bcero

15/13,6
23/21,8
55/50
16/14,6
109
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IeJleHnsI ¢ moMoInbio Kputepust KoamoropoBa—CMmup-
HoBa. B ciygae HOpMaTbHOTO pacTipefe/icHUsT TTpu3HaKa
(p>0,05) n1st cpaBHEHUSI TPYIIT IPUMEHSIICS -KPUTEPUT
CrblofieHTa, B NpoTuBHOM ciydae (p<0,05) — kputepuit
Manna—VYutHu [10]. Cratuctuueckasi oopaboTka aaH-
HBIX OCYIIECTBIISIACh C ITOMOINBIO TMaKeTa IIPOrpamMMm
SPSS 16.0.

JTs1 TIOCTPOCHUST PeIaloIIero MpaBuia IMarHOCTUKI
THUIIa pyoLa (M ero NMocjeayolleil pealu3aluy B MOLyJIe
TTOIIEPXXKY TIPUHSITHS PEIISHMS) UCITOIh30BAJICSI METO
OouHapHoIi perpeccun. KauecTBo Mozeseil, moCTpOeHHBIX
Ha OCHOBe OWHApHOM perpeccuu, OIeHUBAIOCH C TTOMO-
IITBI0 IyBCTBUTEIEHOCTH (IOJIS TTAIIMEHTOB C AMArHOCTH -
POBaHHBIM C ITOMOINBIO TIpaBWJIa 3a00JieBAaHUEM CpEIU
BCeX TAIMEHTOB CJaHHBIM 3a00JicBaHUEM B BHIOOpKE)
1 CICTIMGUIHOCTH (0N TTAIMEHTOB C HEIMarHOCTUPO-
BaHHBIM C TTOMOIIIBIO TTpaBUIa 3a00JIeBaHUEM CPEIH TTa-
LIMEHTOB 0€3 JIaHHOTO 3a00JIeBaHUsI B BHIOOPKE), a TAKXKE
00II1eTO TIPOIIEHTA MPAaBUIIBHBIX OLIEHOK XapakTepa pyo-
uoB. Ilpu pa3paboTke 3KCHEPTHBIX MPaBUI MCIOIb30-
BaJICSl TEKCTOJIOTUIECKUIT MeTon (OCHOBAaHHBIN Ha aHa-
Jiu3e MyOoJMKalMi Mo JaHHOW NpeaMeTHON o00JacTH),
COTIPOBOXIABINUICS TTPUMEHEHUEM TPUHSTBIX KOMMY-
HUKATUBHbIX METONOB M3BJeueHUs1 3HaHuii [11] — uH-
TEPBBIOMPOBAHWEM U IMAJIOTAMU C BpAaYOM-3KCIIEPTOM.

PE3VIJIBTATBI 1 OBCYX/JIEHNE

MaremaTudecKuil aJropuT™ JHATHOCTHKH THNA PyOIO-
BOW TKaHU

Ha nepoM oatame Haiiero uccieqoBaHUs sl MO-
CTPOCHUST MaTeMaTUYECKOTO ajJiTOpUTMa ITUAarHOCTUKU
TUMa pyOLIOBOW TKaHW ObUIa UCIOJb30BaHA OMHApHas
perpeccusi ¢ oOpaTHO¥ molmaropoit mpouemaypoit [10].
B pesynbrate €€ npumeHeHUs1 ObUIO pa3paboTaHO TpeX-
CTYIEHYATOE MPaBUJIO, PACCUUTHIBAIOIIIEE HA OCHOBE 3HA-
YeHU I, IPUHUMAEMBIX IIECThIO KIIMHUIECKUMU XapaKTe-
PUCTUKAMH, BEPOSTHOCTH Y IMAIIMEHTa TOTO WJIM WHOTO
Tuna pyobua. Ha mepBom 1are ompenensiiach 3pesiocTh
pyOua; B ciydyae, eciu pyOel 3peiiblif, Ha BTOPOM Illare
OTIpEIETISIaCh BEPOSITHOCTD €TO «<HOPMAaTBbHOTO» (hOpMU-
POBaHMSI; HA TPEThEM 1lIare JJisl MaTOJOTMYECKUX PYOLIOB
ompeeNsIach WX MPUHAMICKHOCTh K TUIIEpTpodhude-
CKOMY WJIH KeJIOWTHOMY TUIy (puc. 2).

PacueT BeposITHOCTH OTHECeHUsI pyOlia K KAKOMY-JIU-
00 KJIMHUKO-MOP(DOIOrnYecKoMy THUITYy OCYILECTBIISICS
o popmyie:
—(by X1 +byxy +byx3+byx, +bsxs+bgxg+by x5 +const)

p= 1/ (1+e )s

IIe p — BEPOSITHOCTh OTHECEHUs K KaKOMY-JI0O
THIy pyOla; X, — X, — 3HAY€HMs] KIMHUIECKUX XapaKTe-
PUCTHK pyOIa, COOTBETCTBYIOIIME OIPEAEICHHOMY KO-
JINYECTBY OAJIOB (X, — IUIOTHOCTD; X, — 3JaCTUYHOCTD,
X, — BBICOTA, X, — LBET, X; — 3y, X, — TMIEPECTE3Ns,
X, — JNABHOCTb); b, — b, — KO3(DOUILIMEHTBI P PA3TUY-

OPUITNHAJIbHBIE CTATbU XUPYPIr’M4ECKUWE BOJIESHU

PyGen, n=109
100% 100%

3pensiit, n=94

95.8% 98.6%

Hopmotpoduueckuii «[Taronoruueckuii»
n=24 n=70

98.1% 87.5%

Tuneprpoduueckuit Kenounausrit
n=54 n=16

Puc. 2. Ouenka pemaromyx npaBui, NOCTPOECHHBIX € TIOMOIIBIO
OMHAPHOIA perpeccuu.

HbIX XapaKTepUCTUKAX pyOlIa, MOJyYeHHbIE B XO/I€ CTATU-
CTUYECKOTO aHaIu3a.

YyBCTBUTEIBHOCTD W CIIEIIMMUIHOCTh TTOCTPOSHHBIX
MpaBWJI Ha MEPBBIX IBYX IIarax nmpesbimaiu 95%, ogHa-
KO TOYHOCTb OIpeeieHUs KeJIOUIHOTo pyolia cocTaBuIa
b 87,5%, 4To, cKopee BCero, CBSI3aHO ¢ HeOObIINM
KOJTMYEeCTBOM HaOmoneHUi (16 ciaydaeB KIMHUYIECKUX
OLICHOK KeJIOUIHbIX pyOloB). HecmoTpst Ha TO 4yTO 4a-
cToTa OIIMOOK coctaBuia 12,5%, oHa Obla 3HAYUTEIb-
HO MEHBIIIe YaCTOTHI OIMMOOK, XapaKTepHOU IS TpaIu-
IIMOHHOW KIIMHWYECKON OIIEHKM KEJIOMTHBIX PYOIIOB.
B nanmpHelimeM Hamu ObITa cleiaHa ITONBITKA YMEHb-
ITUTH 3TOT MOKAa3aTeJb C IIOMOIIBIO ITPaBWJI, OCHOBAHHBIX
Ha 3KCIEePTHBIX 3HAHMSIX.

AJNTOpUTM TMATHOCTUKH THNA PYOIOBOil TKAHN HA OCHO-
Be SKCIEePTHbIX 3HAHMIA

ITpu pazpaboTke MpaBU HA OCHOBE SKCIEPTHBIX 3HA-
HWI B TIEPBYIO OUYepe b ObLT TPOBEICH aHATN3 IUTEPATYPHI
o npobyieMe pyOLIOBBIX U3MEHEHMI TTOCJIE TEPMUYECKUX
TpaBM [12—16], BKiIIOYas MyOIMKALIMU O CHIEIUATbHBIX
IIKaJax Ijist OeHKN pyouoB [6—9]. B pesynsrate ObLIO
chopMUpOBaHO MIepeBO TPU3HAKOB C WX 3HAUYCHUSIMH,
YIIOMUHABIIUMUCS XOTSI ObI OIWH pa3 B IIEPEUNCICHHBIX
BBIIIIC UCTOYHUKAX. B ITEpBUYHBIN CIIMCOK BOIIUIH CJICIY-
Jollve TIPU3HAKA: BBICOTA pyOIa (YpOBEHb OTHOCUTEIIEHO
KOXW), JJOKaJIM3alysl, BUIMMOCTb COCY/IOB, LIBET pyOla.
NUHAMUKa 11BeTa, CyObEeKTUBHbIE OIlLylleHus (3ya, 00Ib,
MapecTe3uu), IIOTHOCTb, POCT PyOI1Ia, SJACTUYHOCTD, Xa-
pakTep TMTOBEPXHOCTH PyOIla, TUTMEHTAITHS.

Ha ocHoBe umMmeloliierocst y aBTOpoB OIbITa MOJYYEeH-
HOE JIepeBO MPU3HAKOB OBUTO COKPAIEHO A0 6 KITMHUYe-
CKUX XapaKTepUCTUK, HanboJIee BaXXHBIX IS TuddepeH-
[IMAJTLHOM IMarHOCTUKY TUIIa PyOIIOBOM TKaHU (BBICOTA
pyOI1a, TUIOTHOCTh, 2JIaCTMYHOCTD, IIBET, HAJIMYWE 3y/Ia
U ruriepecte3nn). Takke, B Xo[e aHaIM3a KIMHUYECKUX
KapTUH PYyOIIOB Ha Pa3HBIX CTamUSIX WX OPMUPOBAHUS,
ObLTIO MPU3HAHO 1IEJECOOOPAa3HBIM BBIMOJHUTD pa3fe-
JIeHUE TUIOB PYOLIOB Ha «paHHUE» U «I03aHMUE». B pe-
3yJIbTaTe OBLIO MOJTYy4eHO 7 KIMHWUYECKHUX TPYITI, COOT-
BETCTBYIOIIUX CJICAYIOIIAM THUIIAaM PYOIIOB: HE3PEIbIi,
HOpMOTpOoUUECKUIl paHHWIi/TTO3AHUI, TuniepTpoduye-
CKMI paHHUI /TIO3HUI, KEJIOUIHBIN paHHU /TIO3IHUIA.

Ha cnenytoiiem stane ObUIM OMpeneseHbl BO3MOXK-
HBIE CBS3W MEXIy 3HAYCHUSIMU KaXI0M 13 IIeCTH XapaK-
TEPUCTHK Y TUTIOM PYOITOBOM TKaHU, BCEM CBSI3SIM OBLTU
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MPUCBOEHbI BECOBbIE KOI(DGHUIIMEHTHI, XapaKTepU3ylo-
M€ TUAarHOCTMYECKYI0 3HAYMMOCTb Mpu3Haka. TakuMm
obpa3oM, ObL1a chopMHUpOBaHa Oa3a 3HAHUIA.

PeilieHue o BO3MOXHOM TuIe pydlia MPUHUMATIOCh
Ha OCHOBAaHUM aHaiu3a CyMM Ko3(p(UIIMEHTOB: pyoIily
MPUCBAUBAJICSl TUM C MAKCUMaJIbHOW CyMMOil OaJljioB.
DTO MOXHO BUIIETh Ha pUC. 3, NMpeACTaBIsIONIEM co00i
ONIVH U3 9KPAHOB CUCTEMbI, IJIe BUJHBI KAaK OTMEUEHHbBIE
XapaKTepUCTUKU pPyOlla, TaK M BEPOSITHOCTb €ro THIIa,
onpenessieMast KOJIMYeCTBOM HaOpaHHBIX OAJITIOB.
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Puc. 3. Ocnosnas dopma 6anIbHOI OLEHKH PyOLOB.

[MoyyeHHble TIpaBWJIa OBITM TPOBEPEHBI TAHHBI-
mu 109 knmMHUYecKUX ocMoTpoB (Tabia. 2). B ornuune
OT OMHApHBIX IIpaBWJIa Ha OCHOBE OKCIIEPTHBIX 3Ha-
HUii obnamanu OOJblIel YyBCTBUTEJIBbHOCTBIO W CIIE-
uMbUYHOCTbIO. TOYHOCTh OMNpeneseHust KeJOUIHOTro
py6ua cocraBwia 100%, ogHako HaGIIOAATACH OLIMOKYU
B OLIEHKe rureprpoduyeckoro pyoua. Yerbipe ciyvast
runepTpoduryeckrx pyoLoB ObUIM OLIMOOYHO OTHECEHBI
K IPYITITe HOPMOTPODUUECKUX PYOIIOB, YTO OOBSICHSICTCS
WX perpeccreil B CBA3W C JaBHOCTHIO TMATOJIOTMUYECKOTO
Tporiecca, XOTs TUCTOJOTHYECKH THUIT 3TUX PYOIIOB OBIIT
ornpelnesieH Kak runeprpodudeckuit. B 3 ciyuasx rumnep-
Tpodudeckure pyoIrbl ObUTH OTIpeieIeHBl KaK KeJTOUITHBIC
BCJICIICTBHE BpaueOHBIX OIMMOOK (OCHOBBIBasICh Ha KOTO-
PHIX TaHHBIC OBUTM BHECEHBI B 6a3y), UTO BITOCIEICTBUN
OBIJTO BBISIBJIICHO ITPY TUCTOJIOTMUYECKOM MCCIICTOBAHU.

[MpyBOIMM KIMHWYECKHI TTPUMED.

Boavroi I, 15.12.1996 romga poxxaeHMs, OXOT TTaMe-
HeMm IITAB cTeneHu ¢ MIoIIaabI0 MOBEPXHOCTH Tena 5%
noayuust 23.11.09 B obsactv Jua U BEpXHUX KOHEYHO-

Tabnuya 2. TIposepka SKCNEPTHBLIX NPABAI

creil. JledeHWe OKOTOBBIX pPaH IPOBOIMJIOCH TIO MECTY
KUTETbCTBA B TeUeHUE 4 Mec KOHCEPBAaTUBHBIMU Me-
Tonamu. Tam e B CBSI3U C 00pa3oBaHUEM TIpyObIX pyO-
1IOB TTOCJIe 3aXKMBJICHUSI OKOTOBBIX paH B O0JIaCTH JIMIIA
U BEpXHUX KOHEYHOCTel MaibuuKky B utone 2010 Ha-
3HAYCHO KOHCEPBATMBHOE TMPOTHBOPYOIIOBOE JICUCHUE
1 ObUTa BBITIOJTHEHA OTIepallrsl TI0 TTIOBOAY YCTpaHCHMS
crubarenbHbix KoHTpaktyp II-III—IV manbues seBoii
KUCTH. B CBSI3M ¢ IporpeccupoBaHMEM POCTa TTAaTOJIOTH-
YEeCKHX PYOIIOB B 0OJIACTH JIWIIA Y THITLHOM ITOBEPXHOCTH
oboux mnpearuieynii u kucteil B ssuBape 2011 . obpaTu-
smck B ATKB Ne 9 um. I H. Criepanckoro.

ITpu noctyrieHuu: B 06JacTu Jida, ek, MoadopoaKa,
000MX TIPEMIUICYri, THUTbHON TTOBEPXHOCTH JIEBOM KUCTH
OTIPENETISUTUCH PYOITHI TIOBBIIIICHHO! TUTOTHOCTH, C YMEPEH-
HBIM 3yIIOM, C OOPIIOBBIM OTTCHKOM, OYTPHUCTOI TTOBEPXHO-
CTPBIO; TTOJTHOE OTKPBITHE PTa OTPaHWYMBATIOCH M3-3a PyO-
IIOBBIX TSDKEH, WIYIIUX BIOJb HOCOTYOHBIX CKJIAIOK
IO TIOIOOPOIKA; 00beM CrudaTeIbHBIX ABMXKEHUI B JIEBOM
JIyJe3arsiCcTHOM cyctaBe cHipkeH Ha 80—70% OT HOPMBL.
Ha ocHoBe aTux naHHBIX ObUI ITOCTaBJIEH nuarHo3 «Ilocneo-
KOTOBBIE PyOIIOBBIC NeOpMAaITiY JINIIA, BEPXHIX KOHEUHO-
cTel, crmbarteTbHasT KOHTPAKTypa JICBOTO JIyJe3arsiCTHOTO
cycraBa 1—2-ii creneHu». Tun pyOiia ObL1 paclieHEeH Kak TU-
TepTpodIecKuii He3peIblii ¥ Ha3HaYeHO KOHCEPBATHB-
HOe MpOoTUBOPYOLIOBOE JieueHue. [locie neyeHus oTMeueH
TTOJIOXKUTEITBHBIN 3 deKT (yMEHBIIIEHHE TUIOTHOCTH U TOJI-
LLIMHBI PyOIIOB).

Buione 2011 6bu1 rocrimtanusuposaH BAI'KB Ne9
uMm. I H. Cniepanckoro. ITpu KmmHUYecKoM OCMOTpe pyoert
OBLT OXapaKTepr30BaH KaK OUYeHb IUTOTHBIN, HETACTUUHBIH,
BBICOTOI1 Oosiee § MM, TeJIECHOTO LIBeTa. 3y U TUIepecTe3ust
OTCYTCTBOBaIU. Tum pyOlia ObUT paclieHeH Kak TunepTpodu-
yeckuii 3pesblii 1 08.07.11 BbloHeHa oriepalysi: uCCeueHue
pyOLa B 00JIaCTH JIEBOTO MPEATIeYbsI IIACTUKON MECTHBIMU
TKaHsMU. [1py ipoBeneHNN MOPGhOTIOTIIECKOTO UCCIIeoBa-
HUSI YIQJIEHHOTO y4JacTKa pyolia onpeessuiuch (hparMeHTbl
MSITKMX TKaHel C TIIyOOKMMH MaCCHBHBIMU TTydKaMu pyo-
IIOBOI TKaHU, UMEIOIIIEH CTpoeHUe Kejlonna. 3aKiIoucHIE,
c(hopMHUPOBaHHOE B ITPOTPAMMHOM MOJIYJIE TIOCTIe BHECEHUSI
JAHHBIX KJIMHWYECKOro OCMOTpa pyOlla y MalueHTa, yKa-
3bIBAJIO Ha BEPOSITHOCTDb, paBHYIO 93%, oTHeceHUsT pybla
K KEJIOUITHOMY KITMHUKO-MOPGhOTOTIIECKOMY THUITY; TIO 9KC-

BepHhbiii Tumn pyoua Tun pyOlia Mo 3KCrepTHOMY ITPaBUITY o5t BEPHBIX
H HP Irp KP HIT I'mI KIT oTHeceHwui, %
Hespensrii (H) 15 100
Hopmotpoduueckuii panauit (HP) 13 100
Tuneprpoduueckuii panuuii (I'P) 16 100
Kenounnwiit panHuii (KP) 6 100
HopMmotpoduueckuit mozauuii (HIT) 11 100
Tuneprpoduyeckuit mnozaHuit (I'TT) 4 31 3 81,6
Kenounusrii moznuuit (KIT) 10 100
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TICPTHOMY IIpaBUTY Hanbosee BCPOATHBIM TUITOM TAKXKE OBLT

KEJIOWTHBIN TUI pyOl11a.
IMocneonepaironHoe Teuenue riaakoe. [Ipoponunach
(u3noTeparneBTUUECKOE JIeYeHUWEe — MarHUTOTeparus

Ha obJacThb jieBoro npearieubs Ne10. [Toce cHsATHS TBOB
Ha 14—17-e cyTku ObL1 MepeBelieH ISl KOHCePBAaTUBHOM
peabunuTaiu B 3aropoaHblii ctaionap Kb Ne19.
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M 3meHeHue jie4eOHOi TAKTHKH NPy nepdopanusax Keay104Ho-KHIIEeYHOT0 TPAKTa

Y HOBOPO2KI€HHBIX

B.A. Cassuna, A.P. Bapgonomees, B.H. Huxonaes, A.KO. Tapacos

MeanunHckuii nHeTutyT CeBepo-BocTouHoro ®enepansHoro yHnsepcuteta nm. M.K. AMMocoBa, fkyTtck; Meamatpuyeckuin
ueHTp PecnybnukaHckon 6onbHMULbI Ne1 HaumoHanbHOro LueHTpa MeamuyiHbl, AKyTck

Change in treatment policy for neonatal gastrointestinal perforations

V.A. Savvina, A.R. Varfolomeyev, V.N. Nikolayev, A.Yu. Tarasov

Medical Institute, M.K. Ammosov North-Eastern Federal University, Yakutsk; Pediatric Centre, Republican Hospital One,

National Centre of Medicine, Yakutsk

M3yyeHbl ucxoapl JiedeHUs: HOBOPOXKIAEHHBIX ¢ mepdopaTuBHbiMu neputonntamu 3a 20 ger (1992—2011 rr.). Beero naxonuics
Ha JIeYeHHH B XUPYPrudeckoM otnaesieHHH 31 HOBOPOXKIEHHBI ¢ MEPUTOHUTOM (He BKJIIOYEHbI HOBOPOXK/IEHHBIE C OCJIOKHEHUSMH
MOPOKOB PAa3BUTHS KuieyHuKka). 84% coctasuim HoBopoxeHHbie ¢ I craaneii HEKPOTHIECKOTO IHTEPOKOJIUTA U CIIOHTAHHBIMH
nepdopamuamu xeayaka (o 13 6ompnbix). C 2002 r. B KOMIUIEKCE Mep NPeIonepadoHHOl OATOTOBKH (OJIBHOTO C LEJIbIO 1eKOM-
npeccuu OPIONIHOM MOJOCTH MbI HCHOJIb3YeM NEPUTOHEAbHBII JPEHAXk, YTO MO3BOJIIO YBEINYUTh BpeMs MOAroToBku ¢ 1,5—2 u
110 8—12 y. ITosBuiach BO3MOXKHOCTb NPOBeIeHHs HoJiee aIeKBATHOI KOPPEKIMH HAPYIIEHUii BOJHOTO M JJIEKTPOJUTHOTO 00MeHa,
BOCCTAHOBJIEHHS AMype3a, CHIKEHNS NPU3HAKOB MH(EKIMOHHO-TOKCHYECKOTO IOKA U MPeJOTBPAIEHUS] TAKUX OCJIOKHEHHIi pa3-
JIITOTO MEPUTOHUTA, KAK CMHIPOMBI TMOJHOPraHHON HEIO0CTATOYHOCTH U AUCCEMUHUPOBAHHOTO BHYTPHCOCYIMCTOTO CBEPTHIBAHUS.
JleTaabHOCTD HOBOPOK/IEHHBIX € MeP(OPATHBHBIMY MIEPUTOHHTAMHM 32 U3y4aeMblii Nepro cHu3mIach ¢ 75 1o 21%.

Karouegvie croea: HogoposcdenHbie, nepumorum, NepumoHeanbHblli OpeHaxc.

The outcomes of treatment for neonatal perforative peritonitis during 20 years (1992 to 2011) were studied. A total of 31 newborn infants
with peritonitis were treated at the surgery department (neonates with complications of intestinal malformations were excluded). The
newborn infants with Stage III necrotizing enterocolitis (n=13) and spontaneous gastric perforations (n=13) constituted 84%. Since
2002 we have been applying peritoneal drainage in the package of measures for preoperative patient preparation to decompress the
abdominal cavity, which could lengthen the preparation time from 1,5—2 to 8—12 hours. In this case, there was a possibility of more
adequately correcting fluid and electrolyte metabolic disorders, restoring urine output, relieving the signs of infectious and toxic shock,
and preventing the complications of general peritonitis, such as multiple organ dysfunction and disseminated intravascular coagulation.

Over the study period, the mortality among the newborn infants with perforative peritonitis decreased from 75 to 21%.

Key words: the newborn, peritonitis, peritoneal drainage.

OCTUXXEHMS B HEOHATOJIOTUH, CBSI3aHHBIE C YIIydIlle-
HHV[CM KayecTBa OKa3aHWsI MOMOIIX HOBOPOXIEHHBIM
C HU3KOW Maccoil TeJjia, HEJIOHOIIEHHBIM, MEPEHECIIUM
XPOHUYECKYI0 BHYTPUYTPOOHYIO T'MITOKCHIO U JIp., TIOBbI-
IIAI0T BBDKMBAEMOCTD JIETEM M CITIOCOOCTBYIOT YBEJIMYE-
HUIO YMCJIa HOBOPOXIECHHBIX C PUCKOM Pa3BUTHUS TsXKe-

© Konnektue aBTopoB, 2014
Ros Vestn Perinatol Pediat 2014; 1:93-97

Anpec a5 koppecnonaennuu: CaBsuHa BaneHTuHa AjlekceeBHa — K.M.H., JOLL.
Kad. mearaTpuM U OEeTCKOW Xupypruv MeauuumHckoro uHctutyta CeBepo-
Bocrounoro ®enepanbHoro yHusepcutera uMm. M.K. AMMocoBa, TiaBHBII
BHEILITATHBIN AeTcKuil xupypr Munsnpasa Pecny6auku Caxa (Sxytust), xu-
PYpPr-HEOHATOJIOT XMPYpPruyeckoro otaeneHus Ileqnarpuyeckoro LeHTpa
Bapdonomees Axmen PomaHoBUY — /1.M.H., pod. Toi ke Kad., 3aBeyIOIINii
KYPCOM JIETCKO#1 XMpypruu Meau1nHCKOTO MHCTUTYTa

677000 dxyrck, ya. OityHckoro, 1. 27

Huxkonaes Banentun HukonaeBuu — o1, ke Kad. neamaTpun v IeTCKOM Xu-
PYPruu, AETCKUI XMPYPT XUPYPrU4YecKOro oTaeneHus [leauaTpryeckoro eH-
Tpa Pecny6inkanckoii 6oabHuLbI Ne1 HalloHaabHOTo LieHTpa MEAULIMHBL
TapacoB AHTOH FOpbeBru — 3aB. TeM Xe otaeieHreM [lequaTpuueckoro LeH-
Tpa

677000 Pecriyomka Caxa (SIkyrtust), SIkyrck, Cepresixckoe mocce, 1. 4

JIBIX 3200JI€BaHU XKeTyI0YHO-KHUILIeYHOTro TpakTa [1—3].
Hawubosee TSKeTBIMK 1 KU3HEYTPOXKAIOIMHA 3a001eBa-
HUSIMU KeJTyIOYHO-KUIIIEYHOTO TpaKTa Yy HOBOPOXIICH-
HBIX SBJISIOTCS Tiepdopalliid XKeayaka W KUIIeYHUKa,
JIETaTbHOCTh TIpU KOTOPBIX pocturaer 40—80% [4, 5].
Kimmandeckoe TeyeHMe Tmepdopamii KeJqymToIHO-KU-
IEYHOTO TpaKTa Y HOBOPOXICHHBIX KpaifHe TsoKenoe,
COYETAeTCST C CHHAPOMAaMU BBICOKOTO BHYTPHUOPIOIITHOTO
JABJICHUS ¥ TTOJTMOPTaHHOM HEAOCTaTOYHOCTH [6, 7].

Ieab uccrenoBanus: M3y4nTh UCXOIBI TIPH Trepdopa-
TUBHBIX TIEPUTOHUTAX Y HOBOPOXICHHBIX B 3aBUCUMO-
CTU OT MIPUMEHEHUST MOOIIEPAIIMOHHOM NTEKOMITPECCUH
OPIONTHOM TIOJOCTH M U3MEHEHUST TaKTUIECKUX ITOIXO-
JIOB K TIPEeIOTIepaIlMOHHON ITOATOTOBKE.

XAPAKTEPUCTHUKA JIETEI 1 METO/JIbI
NCCJIENJOBAHNUSA

3a 20 et (1992—2011rr) B meTCKOe XMPYypruyeckoe
oTneneHue noctynua 31 HOBOPOXAEHHBINA C KIMHUYE-
CKUMU TIPOSIBJICHUSMM TIEPUTOHMTA. PacmpenencHue
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10 HO30JI0TMYeCKUM (hopMaM MpeACTaBIeHO B TAOJULIE.
B TeueHne TepBoif HelmeaW XKW3HW B OCHOBHOM TOCITH-
TAJIM3UPOBATUCH HOBOPOXICHHBIC CO CIIOHTAHHBIMU
nepdopauusiMu Kejayaka, KOTopble yaille MPOUCXOIUIn
Ha 2—3-U1 CYyTKM XW3HU Y HEAOHOIIEHHBIX IeTel C CUH-
JIPOMOM JIbIXaTeJIbHbIX paccTpoicTB (y 7 u3 13 nmeteit).
Cpeny HOBOPOXXIEHHBIX C HEKPOTUYECKIM YHTEPOKOJTH -
TOM y 7 MJIameHIIeB TTPU3HAKN TIEPUTOHMUTA TaKXKe TIOSI-
BWJIMCH Ha TTEPBOM Hemesie KU3HM, Y TaHHOUW KaTeropuu
0OJIbHBIX B aHaMHe3e HaOMoaaIach BHYTPUYTPOOHAs
XpOHUYECKAs TUITOKCUS TuioAa. YacTtoTa HEMOHOIIEHHO-
CTH B TpYTIIe OOTBHBIX C SHTEPOKOJIMTOM cocTaBmia 54 %
(7 13 13 HOBOPOXAEHHBIX C JaHHOW matojorueit). He-
KpoTudecKuit aHTepokouT I11a cramnu, KoTopas xapak-
TEpU3yeTcsT SABJICHUAMU KWIIEYHOU HEIPOXOXUMOCTH,
HaJlnuueM WH@UIbTpaTa B OPIOLIHON MOJOCTU, HAOIIO-
nancst B 3 cayvasx. OctajibHble 10 HOBOPOXAEHHBIX MO-
crynuiau B IIIb craanm HEKpOTMYECKOrO 3HTEPOKOIUTA
— craauu nepdopaTuBHoro neputoHura. Ilepdopaunu
qanie (70%) JI0Kaau30BaJUCh B MOAB3IOIIHOM KHIIKE,
pexe (30%) — B HUCXOHSIIE 0O0TOYHOM KUIIIKE.

BceM HOBOpOXXIEHHBIM OBUIM BBITTOJIHEHBI J1abopa-
TOPHBIE METO/bl UCCAENOBaHUsI, BKIIOYas OoNpeaesieHre
KUCJIOTHO-OCHOBHOTO COCTOSIHUSI, YPOBHSI 3JIEKTPOJIU-
TOB; TIPOBEICHBI YJIBTPA3BYKOBBIC WCCIICIOBAHUS U 00-
30pHbIE PEHTIeHOrpaMMbl OproliiHo# nosoctu. [Ipenone-
palMoOHHAas OArOTOBKA BKJIIOYasa MOAOOp aaeKBaTHBIX
IMapaMeTpoB BEHTWJISAIUU JIETKMX, OO0CCIICUYNBAIOINX
HOPMAaJIbHBIM Ta3000MeH, KOPPEKINI0 TeMOIUHAMU-
YECKUX HapylIeHUii, CTa0WIU3aLMIO0 apTepUalbHOTO
TMABJICHWS, KOPPEKIHIO 3JIEKTPOJUTHBIX HapyIICHUH,
KUCJIOTHO-OCHOBHOTO COCTOSIHUSI, TMUIIOBOJEMUM, BOC-
CTaHOBJIEHUE U MOAJepKaHKWE TUype3a Ha YPOBHE HE Me-
Hee 1,5-2,0 mu/Kr/4, remMo- W IUIa3MOTpaHCPY3UIO
IT0 TTOKa3aHUsIM, BHYTPMBEHHOE BBEICHUE aHTUOMOTH-
KOB IIIMPOKOTO CIEeKTpa NeicTBUsA. B mpemomepalimoH-
HYIO TTOJTOTOBKY BXOJAUT COrpeBaHue pedeHKa U MoIep-
>KaHWe TeMIIepaTyphl TeJia Ha HOpMaTbHOM YPOBHE.

C 2002 r. B KOMILIEKCE MEPONPUSITUI Mpeaonepalu-
OHHOIl TIOATOTOBKM IOJ MECTHOM aHecTe3ner i ae-
KOMITPECCUU OPIOTITHOM TOJIOCTH BBITIONHSIEM YCTAHOBKY
MEePUTOHEATBHOTO JIpeHaXa B MOAB3AOLIHON 00J1aCTH.
CHUXeHrWe BHYTPUOPIONTHOTO NABJICHUS YJydIlaeT re-

Tabauya. TIpu4uHbI IEPUTOHATOB Y HOBOPOAKIEHHBIX

OPUITNHAJIbHBIE CTATbU XUPYPIr’M4ECKUWE BOJIESHU

MOIWHAMWKY KUIIIEYHUKA, ITOYEIHBIN KPOBOTOK, YTO TI0-
3BOJISIET Ha (hoHE KOHCEPBATMBHOM Tepanmuu WHOEKIIN-
OHHO-TOKCHYECKOTO IITOKA MIPOITUTH BPEMSI TTOJTOTOBKHI
00J1bHOTO OT 8 10 12 4 ¢ MOMEHTA MOCTYIUIEHUs] pebeHKa
B OTZEJICHUE aHECTE3MOJIOTUM, pPEeaHWMAallMW W WHTCH-
CHBHOM Teparuu. KputeprussMu TOTOBHOCTH K OTTE A
CITyXaT BOCCTaHOBJIEHUE AWype3a, TMOSIBICHUE TyJbca
Ha iepudepuIecKUX apTepusIx, YJIyJIleHWe IoKa3aTe-
Jiell apTepuabHOTO NaBJCHUs, caTrypauuu (He MeHee
90—-94%).

PE3VJIBTATBI 1 OBCYXKJIEHUE

HexpoTuueckuii sJHTEPOKOIUT — OOJIE3Hb «BbIKMUB-
LIMX HEIOHOILIEHHBIX», 3a00y1eBaloT OT 2 110 9% HemoHo-
LIEHHBIX JeTei. B aTnosornu u natoreHese HEKpoTUYE-
CKOT'0 DHTEPOKOJIUTA OCHOBHYIO POJIb OTBOIST UIIEMUU,
MEepeHeCeHHO! B MepuHATAIbHOM TepUojie, HealeKBaT-
HOMY XapakTepy NWTaHMs B paHHEM IOCTHATAJIbHOM
Mepuoae U COIYTCTBYIOIIEH aHOMAJIbHOU KOJOHU3ALIUU
KkunieyHrka. PakropaMy prcKa SBISTIOTCS XPOHUUECKAsT
TUITOKCUSI PU CUHIIPOME JbIXaTeIbHbIX PACCTPOICTB, ac-
¢ukcus B poax, HeZIOHOIIEHHOCTb, BPOXAECHHBII TOPOK
cepaua. Kpome Toro, HEKpOTUUECKUIA SHTEPOKOIUT Ya-
cTo HaboAaeTCs IPU MOPOKax Pa3BUTUSI KUILIEYHUKA —
racTpolIu3Kce, KUIIEYHON HEMpPOXOAUMOCTH, OOJIe3HU
TupiinpyHra. Mepamu npoduiakTUKU HEKPOTUUECKOTO
SHTEPOKOJIUTA Y HEOHOIIEHHBIX SIBJSIIOTCS ONTUMAasb-
Hblil BBIOOp aHTUOAKTEPUAIbHON Tepanuu, BBEIEHUE
SHTEPATBHOTO MUTAHUS MOTY3JIEMEHTHBIMU MOJIOYHBIMU
CMeCSIMU B ONITUMAJIbHbIE CPOKU C OIpeNeIeHUEM ToJie-
PaHTHOCTHU K HEMY, paHHee TpUMEHEeHUe MPOOUOTUKOB.

CornacHo kiaccudukauru M. Walsh u R. Kliegman
(1986), BBIIEHSIOT TPW CTAAWMM HEKPOTHMYECKOTO SHTE-
POKOJIMTA MO MPOrpPecCUPOBAHUIO0 KIMHUYECKUX CUM-
MTOMOB: MOA03PEBAEMbIIi HEKPOTUUECKUI IHTEPOKOIUT
(I cragus), asubiii (II cragusi) w mporpeccupyoIInit
(xupypruueckasi craausi), kotopas aeaurtcs Ha [lla —
HEeMpPOXOAMMOCTb U UH(MUIbTpAT B OPIOIHOK TMOJIO-
ctu u lllb — nepdopauusi mosoro opraHa, NosiBeHUE
Ha peHTreHorpaMmax MHeBMOIEPUTOHEYMaA.

B I cranuu y HOBOPOXAEHHbIX BBISIBJISIOTCS (DYHKIIU-
OHaJIbHbIE HApPYIIEHUsI XKeJyIOYHO-KUIIEYHOTO TpaKTa

Ho3zonorus KonmuecTtBo 601bHBIX
abe. %

HekpoTnueckuit 3HTEpOKOIUT 13 42%
CrnioHTaHHBIe TIepdopanum XKeayaKa 13 42%
JleCTpYKTUBHBINA aneHIULUT 2 6,4%
AbGclecc reyeHun 1 3,2%
HarnouBiasicst Kucra 6pbIKeiKN 1 3,2%
ApPTEPUNT ITyIIOYHBIX COCYIOB 1 3,2%
Bcero... 31 100%
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B BUJIE HE3HAUUTEJLHOIO B3AYyTUsl XXKMBOTA, MOTYT OTMe-
YaThCsl PACIIMPEHHBIE METJIM KUILIEYHUKA, KPOBSIHUCTAsI
MpUMeECh B CTyJie Ha (hoHE NMPU3HAKOB HapacTalollei uH-
TOKCUKAIMU B BUJI€ CKJIOHHOCTU K OpaarapuTMuu, Jeu-
KOTIEHUU Y TpoMOOINeHuU. B aToli cTairu HOBOPOXIEH-
Hble ObUIM KOHCYJBTUPOBAaHbl XWPYPrOM, C MOMOILBIO
NpoOUIAKTUIECKUX KOHCEPBATUBHBIX MEPONPUSITUIA
B OOJIBIIIMHCTBE CJIy4yaeB YAajoCh MPEeAOTBPATUTh MPO-
rpeccupoBaHre MPU3HAKOB HAUMHAIOLIETOCs IEPUTOHU-
Ta. B Takux ciyyasix OTMEHSIETCSl SHTEpAIbHOE MUTAHUE,
MOAKJIOYAIOTCSl MPOOUOTUKM, Ha3HAyaeTcsl aHTUOaK-
TepuaibHasl Tepanusl uedanocrnopuHaMu (MpernapaTom
BbIOOpa sABJSIETCSl LIe(OTAaKCUM) U METPOHUAA30JIOM,
MPOBOIUTCI UMMYHOTEpaNus Mo MOKa3aHUsIM, Ha3Havya-
10T MPOKUHETUKU, UHOY3UOHHYIO Tepanuio 1o ¢pusmno-
TpebHOCTH. B GonmbmHCcTBe ciydaeB (y 89% OGOIBHBIX)
Ha (poHE MPOBOAMMOI Tepanuu COCTOSIHWE MJIAACHLEB
YAYYIIAJIOCh, YTO MO3BOJISLIO MOCTENIEHHO BBOAUTD SHTE-
pajbHOE MUTAHUE MOy JIEMEHTHBIMU MOJIOYHBIMU CMeE-
caMu — «Asbdape» mim «@pucoripe».

ITpu nporpeccupoBaHrK 3a00J€BaHUST KIMHUYECKAS
KapTHUHA COOTBETCTBYeT 11 cTamnm «IBHOTO» HEKPOTHUYe-
CKOTO HTEPOKOJIUTA, MPU KOTOPOUl BBIACISIOT 0OpaTu-
Mmyto crtanuio — [la u HeobpaTumyio I1b. ITpu obpaTumori
CTaauu Ha 0030pHOI peHTreHorpaMme OPIOIIHON MOoJIo-
CTH TIOSIBJISIIOTCS] YPOBHHM KUAKOCTH B TIETIISIX KUTIICUHU -
Ka 1 XapaKTepHbII MHEBMATO3 KUIIEUHON CTEHKU — My-
3bIPbKY BO3[yXa MHTEPCTULIMAIBHO B TOJIIIE KUIIIEYHOM
CTEHKH BCJIEJCTBUE HAUMHAIOIIMXCSI HEKPOTUUECKUX W3-
MEHEHUI CO CTOPOHBI CIM3UCTON KUIIEYHUKA. Y 00Jb-
HOTO KOHCTAaTHUPYeTCsl Hayalo HEKPOTMYECKUX H3Me-
HEHMI B KMIIIEYHOI TpyOKe, MOo3ToMy TpeOyeTcsl cMeHa
aHTUOAKTepUAJIbHOW TepanuMu Ha Mpenapatbl pe3epBa
(MepoHeM) U 00s13aTeIbHOE ITOAKIIIOUeHNE WMMYHOTEe-
panuu. Ecau mo3BosisieT coCTosiHUEe HOBOPOXIEHHOTO,
MOKa3aHO MPUMEHEHUE runepoapruuecKoit OKCUTeHAUM.
Ho, xak npaBuio, HOBOPOXIEHHbIE BJIaHHOW CTaAUU
HYXIAI0TCSl B BEHTWJISILMOHHON Tepanuu W HaXOMsTCs
B OTJEJIEHUU peaHUMalMd Ha UCKYCCTBEHHON BEHTWJISI-
LIMU JIETKHUX.

ITpu 1Ib ctanuu HEeOOPAaTUMOTO HEKPOTUUECKOTO DH-
TEPOKOJIUTA Ha PEHTTeHOrpaMMax OpIOUIHON MOJOCTU
nMeeTcsl OOLIMPHBIA MMHEBMATO3 KHUILIEYHUKA, BO3IYX
MOXET TMOSIBUThCSI U B BOPOTHOW BeHE (KOHCTATUPYIOTCS
My3bIpbKU BO3AYyXa Ha (POHE MEYEHOUYHOU TEHU IO XOAy
MOPTAJIbHBIX COCYAOB) — MPU3HAK YKa3bIBaeT Ha HAIU-
Yyue SIBHBIX HEKPOTUIECKUX MU3MEHEHUH B CTEHKE KUIIIeY-
HUMKa, BO3JyX MOMAaJaeT B MPOCBET COCYI0B. MOryT ObITh
MTPU3HAKA aCIIMTa, CUMITTOM «CTATUYHOMW METIM KUIIEeYd-
HUKa» — TOKCUMYECKOE pacllUpPEHME TOJICTON KMIIKM.
OTa cTanusi TpedyeT XUpypruiecKoro BMelaTeJbcTBa —
JIaMapoTOMUU Y OTKJIIOUYEHUSI MOPaXEHHOTO OTaeNa Ku-
IIEYHUKA MyTeM BbIBEICHUSI KULLIEUHBIX CTOM C PE3EeKIIU-
eil uiau 6e3 TakoBoil. B HEKOTOPBIX Cilydasix JOCTATOYHO
HaJIOXKEHUSI JJanapoleHTe3a U JeKOMIIPEeCCUU OpIOLIHOM
MOJOCTA Ha (POHE MHTEHCHUBHOM Tepanuu Mo Mporpam-

Me JiedeHust cercuca. Ho mpu 3ToM MCXOIOM HEKPOTH-
YECKOTO 3HTEPOKOJIUTA Y BEDKUBIIUX HOBOPOXICHHBIX
MOXET OBITh KWIIEYHas] HEITPOXOIUMOCTh BCIIECICTBUE
pyOLIeBaHUs TOPAXKEHHOTO yYacTKa KUIIEYHOU TPyOKH.

Craaust nporpeccupyroniero HEKPOTUYECKOro SHTEPO-
KOJIMTa TpeOyeT 00s13aTeIbHOIO XUPYyPruieckoro BMela-
TEJbCTBA, TOCKOJIbKY MOSIBJISIIOTCS] TPU3HAKY MTEPUTOHUTA.
I1la cragust xapakrepusyercst HaiuureMm (puOpPUHO3HOTO
TIEPUTOHUTA, TIPUKPHITOM Trepdoparmm KuireyHuka. OT-
CYTCTBYET ITHEBMOIIEPUTOHEYM, HO Y OOJBHBIX BBISIBIIS-
foTCSI MHGWIBTPATHI WM KOHTJIOMEPAThl TIeTeNTb KUIIIed-
HUKa C IIPOTPECCUPOBAHUEM KIMHUYECKOW KapTUHBI
KUIIEYHOW HEMmpoXoaAuMOoCTU. PeHTreHonornuecku mme-
JOTCSI MHOXECTBEHHBIE YPOBHM B TIETIISIX KWINCYHUKA,
MOTYT HaOJII0aThCsl BOCTIATUTEIbHbIE U3BMEHEHUSI CO CTO-
POHBI MepeHei OPIOIIHOM CTeHKHU (MpU3HaK (GopMupo-
BaHUSI MEXKUIIECUHBIX a0CILIECCOB B OPIOIIHOM TOJIOCTH).
BIlla cTtaguu Hamu onepupoBaHbl 3 HOBOPOXAEHHbIX,
ymep 1 601bHOI.

BIIlb cragum KIMHWYECKM U PEHTIEHOJIOTUUYECKU
MOSIBJISIIOTCS MPU3HAKK TepdOPaTUBHOIO TMEPUTOHUTA:
SIBJIEHUS] WH(EKIIMOHHO-TOKCUYECKOTO 1lI0Ka C Mpa-
MOPHOCTBIO KOXHBIX ITOKPOBOB, HAPYIIEHUST MUKPOITUP-
KYJISILIMU, PEe3KOoe B3AyTUE XMBOTA C pacClUMPEHUEM BEH
nepeaHei OPIOIIHON CTEHKU, AblXaTelbHas HeA0CTaTOU-
HOCTb, OJINTYpUsl. PEHTreHOJOrnyecKu OIpeaessieTcs
00JIb1I0E KOJIMYECTBO CBOOOIHOIO BO3/1yXa B OpIOLIHOM
nojoctu (puc. 1, 2). Mo 1a60paTopHbIM NaHHBIM PETHU-
CTpUpPYETCS JI€KOMIIEHCUPOBAHHBbIA MeTabOIMYeCKUiA
alua03, JIEMKOMNEHUsI, TPOMOOLIMTOTIEHUSI, CABUT JICH-
KOUUTApHOU (OPMYJIbI BJEBO C MOSIBAEHUEM TOKCUYE-
CKOH 3epHUCTOCTH HelTpoduioB. CocTosiHUE HOBOPO-
KIEHHBIX B 9TON CTaAuy HEKPOTUUYECKOTO SHTEPOKOIUTA
KpaitHe TsEKesoe.

BBumy TSDKECTH COCTOSTHUSI HAMM TTPOBOIMJIACH KPaT-
KOBpEMEHHasl MpeaornepallMoHHas MOArOTOBKa, 4Yepe3
2—3 4y HOBOpOXIEHHBIX orepupoBain. OO0beM orepa-
TUBHOTO BMeEIIATeJbCTBA OrPAHUUYMBAJICS pe3eKlMeit

Puc. 1. TlepdopaTuBHbIil TEPUTOHUT Y HOBOPOKIECHHOTO: Pe3Koe
B3/yTHE JKMBOTA, BbIPAXKEHA BEHO3HAsI CETh HA NepeaHeil Gprom-
HOii CTeHKe, MACTO3HOCTD NepeIHeii OPIOIIHOI CTEeHKH.
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Puc. 2. O630pnas pentrenorpaMma HoBopoxaenHoro ¢ nepopa-
THBHBIM NEPUTOHUTOM: ONpezesieTcs 0oMbIIoe KOJUIECTBO CBO-
001HOTrO BO3AyXa B OPIOLIHOI MOJIOCTH.

MTOPaKeHHBIX YYACTKOB KUIIEYHUKA W BHIBENCHUEM KU-
IIIEYHBIX CTOM. [laHHasI TaKTWKa OblJTa IIpUMEHeHa y 3 HO-
BopoxaeHHbIX ¢ [IIb cranneit HeKpOTUYECKOTO SHTEPO-
KOJIUTA, IBOE U3 3 meTeit ymepau (JIeTatbHOCTh 66%).

C 2002 . ¢ uesbIo IeKOMITPecCUuu OPIOLIHOM MOJI0CTH
TIPY ITHEBMOIIEPUTOHEYME Y HOBOPOXKIEHHBIX MBI TPH-
MEHsIeM TICpUTOHEAbHBIN NpeHax, Ha GoHe KOTOpOro
MOXHO 0oJjice ameKBaTHO ITPOBOAMTDH IMPENOTepaIMOH-
HY0 KOPPEKIINI0 TeMOAMHAMWYECKUX HAPYIICHUI 1 BBI-
TTOJTHSTH OTEPaTUBHOE BMEIIATEIHCTBO TTPY BOCTIOJTHEH-
HOM O00BEMe IMPKYIMPYIONeH KpOBU. 3a IMOCIeTHUE
10 et c IlIb craaveil HEKPOTUYECKOTO 3IHTEPOKOIMUTA
OTIepUPOBAaHBI 7 HOBOPOXKICHHBIX C TIPOICHHOM TIpeo-
TIePaIlIMOHHOM ITOATOTOBKOM Ha (pOHE TIepUTOHEATEHOTO
npeHaxa. JletraabHOCTb cocTaBuia 28 % (2 MimageH1a).

B rpyriie HOBOPOKIEHHBIX CO CITOHTAaHHOM Tepdo-
parueit Kenmynka yXyaeHue COCTOSTHUSI O0TBHOTO TTPOo-
WICXOIMIIO PE3KO, BCETIa COMPOBOXIATIOCH TIOBBIIIICHUEM
BHYTPHOPIOITHOTO TaBJICHWS, BBIPAXXCHHBIM ITHEBMO-
TIEPUTOHEYMOM. B OOJIBIITMHCTBE CIydaeB CIIOHTAHHBIC
nepdopalvu Xeayaka HaOMIIoAaIMCh Yy HETOHOIIEHHBIX
He3penbix geteil. Y 11 (85%) nHabmomaBIIMXCS HaMU
OOJTBHBIX B aHAMHE3¢ WMEJICS CHHIPOM IbIXaTeIbHBIX
pPacCTPONCTB.

ITpu cioHTaHHBIX NepdopanusIx XKeayaka MoKazaHo
HaJIOXeHWE TIEPUTOHEANEHOTO ApeHaxa. B2/, ciydaes
rrephopalliy JTOKAJIM30BATUCh Ha TIepeIHe CTCHKEe XKe-
Jynxa, B '/, clydaeB — Ha 3a[Hell CTEHKE, YTO CO3aBasIo
ompeesicHHbIe TPYTHOCTH TPU MOOWIIM3AIIUN KeTymKa

OPUINHAJIbHbBIE CTATbU XUPYPIr’M4ECKUWE BOJIESHU

u ymuBaHuu aedekra cteHku. Kak npaBuio, nedekTsl
OBLTM TIPOTSCKEHHBIMU, JIOKAJIM30BAIMCH B IICHTPE ITa-
TOJIOTUIECKN M3MEHEHHOMN CTEHKHU XeNyIKa, IMPencTaB-
JICHHOW MCTOHYEHHOM cau3ucToi obosioukoit. [Toatomy
VIIBaHWE ITaTOJIOTUIECKN W3MEHEHHOM CTEHKHU TIpH-
BOAMJIO K TpyOuaToil nedopmaumm xeayaka OOJBHOTO,
HaJIoOKeHUE BTOPOTO psiia IMBOB HE BCETIa YIaBaJIOCh
BCJIeAICTBUE HeOoJbIION rutoniany xenynka. o 2002 ..
4 13 5 HOBOPOXIEHHBIX CO CIIOHTAHHBIMU Mepdopalu-
MU XKeJynka yMepin (JtetarbHocTh 80%). M3sMeHeHUE
TaKTUKHW TIPEIOTIePAIMOHHON IMOATOTOBKY B BUIE HAJIO-
XKEHUS JlarapoIieHTe3a MO3BOJIMIO CHU3UTD JIETATEHOCTD
B IaHHOW TPYITIIe HEIOHOMICHHBIX HOBOPOXIECHHBIX
110 25% (2 u3 8).

3AKJIIOYEHUE

OnHol W3 MaTOJIOTUi, TPU KOTOPOM 0 HACTOSIIIIETO
BpEeMEHU MMeETCS BbICOKAs JIETAIBHOCTh CPelyi HOBOPO-
JKIEHHBIX C XUPYPTUYECKUMU 3a00JIEBAHUSIMM, SIBIISICTCS
Pa3IUTOM MePUTOHUT. Yalie Bcero ero mpuuyMHaMK y HOBO-
POXIEHHBIX CITyXKaT MPOrpecCUpoOBaHe HEKPOTUUYECKOTO
SHTEPOKOJIUTA U CITOHTAHHBIE Mepdopaliiy XeayaKa y He-
JIOHOIIIEHHBIX IeTeil. [IepUTOHUT KakK OCIIOXKHEHUE BpPO-
SKIEHHOM KHMIIIEYHOM HETTPOXOAUMOCTH B IMOCIEAHUE TOIbBI
HabIIoJaeTCsT pexXe, YTO CBA3aHO C YIyYIIeHHEeM aHTeHa-
TaJbHOM W MOCTHATAJILHON JUATHOCTMKUA BPOXICHHBIX
TMOPOKOB Pa3BUTHS KUIIIEUHOM TPYOKH 10 BO3HUKHOBEHUST
ociioxHeHui. 1o HalmM HaGIIONEHUSIM, TTPU HEKPOTHU-
YecKOM B3HTepokoiuTe danie Bcero (70%) mepdopanmu
JIOKaJIM30BAIMCh B MOAB3IOIIHOM KuIKe, pexe (30%)
— B HUCXO[SIIe 000mouHO# Kuke. JlaHHbBIN (akT yKa-
3bIBACT HA POJIb HApYIIEHUS TepepacrpeneecHrss KpoBO-
TOKa TIpU HeaJleKBaTHOM paHHEl 3HTepaJbHOW Harpyske
Y He3peJTbIX HOBOPOXKICHHBIX, MIEPEHECIIINX XPOHUUECKYIO
BHYTPUYTPOOHYIO TUITOKCHIO IIIOAA C Pa3BUTUEM HIIIE-
MHU B IVCTATBHOM OTHEJe TOAB3AOIIHON KUIIIKUA, KOTO-
past yaiie ToABepKeHa BOCHAIUTEEHBIM U3MEHEHUSM
NPV SHTEPOKOIUTE. B ciTyyasix CrToHTaHHBIX Tiepdopalnii
JXKeJyIKa BKavyecTBe BeOyllero (aktopa B IaTOreHe3e
MOXHO yKa3aThb Ha PeCUPATOPHBIA ITUCTPECC-CHHIPOM
Y HEIOHOIIIEHHBIX HOBOPOXKIECHHBIX.

OCo0EHHOCTBIO PA3JIMTOTO MEPUTOHUTA Y HOBOPO-
XICHHBIX JeTeil SBIIeTCS HalWudhe CHHApPOMAa BBICO-
KOTO BHYTPUOPIOIIHOTO HABJICHUSI, KOTOPBINA CIIYXHUT
MMYCKOBBIM MEXaHU3MOM B Pa3BUTHHM CHHApPOMA TIOJIU-
OpraHHOM HEJOCTaTOYHOCTU. YCTpaHEHUE BBICOKOIO
BHYTPUOPIOLITHOTO JaBJIEHUsI B KOMITJIEKCE Mep Mpeao-
MepalMoOHHON TTOATOTOBKM Y HOBOPOXKIEHHBIX IO3BO-
JISIET MPEeIOTBPATUTh TPO3HBIE OCIOXHEHMS Pa3IUTOrO
nepuToHuTa. M3MeHeHUE TaKTUKU TpeAoTepaloH-
HOIl TIOATOTOBKM B TPYIIIIE HOBOPOXICHHBIX C pas3iiu-
TBIMU TIEPUTOHUTAMU CHU3WIO JieTaibHOCTh mipu I11b
CTaIMyM HEKPOTUYECKOro JHTepokKojuTta B 2,4 pasa
(c 66 10 28 %), TIpy CIIOHTAHHBIX MePGhOPALIMSIX KETYI-
Ka — B 3,2 pa3a (¢ 80 10 25%).
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S3BeHHDbIIi KOMT UM 001e3Hb Kpona?

CJIYHAU U3 MTPAKTUKU

P.I. Apmamonos, A.C. Tepmuviunwiil, JI.B. Inazynosa, H.U. Kupnyc, E.C. bycosa, M.B. Iloaskos
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Ulcerative colitis or Crohn’s disease?

R.G. Artamonov, A.S. Tertychnyi, L.V. Glazunova, N.I. Kirnus, E.S. Busova, M.V. Polyakov

N.l. Pirogov Russian National Research Medical University, Moscow; I.M. Sechenov First Moscow Medical University;

Morozov City Children’s Clinical Hospital, Moscow

IIpencrapieHo HAOMoOMEHHE OOJILHOTO 2 JIET 7 MeC C BOCHAIMTE/IbHbIM 3a00/1eBaHMeM KulieyHnKa. Ha ocHOBaHMM KIMHUYECKUX
JIAHHDBIX, Pe3YJIbTATOB MHCTPYMEHTAJIbHBIX M THCTOJIOTHYECKHX METOI0B HCCaeA0Banus o0cykaaercs nuddepeHumanbHblii TMarHo3

MeK/1y sI3BeHHbIil KOJIMTOM 1 60Jie3Hb10 Kpona.

Kurouesvie crosa: demu, eocnasumenshoe 3a601e8anue KUMEHHUKA, A36eHHbLI Koaum, 6oae3nb Kpoua.

The paper describes a case of inflammatory bowel disease in a patient aged 2 years 7 months. The differential diagnosis between
ulcerative colitis and Crohn’s disease is discussed on the basis of clinical, instrumental, and histological findings.

Key words: children, inflammatory bowel disease, ulcerative colitis, Crohn’s disease.

I I PUBOIUM COOCTBEHHOE HAOJIOICHME.

Manvuux 9., 2rona 7 mMec moctynui B 15-e otaeneHue
MOCKOBCKO# TOPOJCKOI IETCKOW KIIMHUYECKOI OOJIbHULIBI
07.02.13 . ¢ xkajobamMu Ha YaCThIA CTYJI C TIPOXKUIIKAMU KPO-
BU.

M3 aHaMHe3a M3BECTHO, 4TO peOEHOK OT BTOpOil Oepe-
MeHHOCTH. [lepBasi OepeMEHHOCTh MaTepy 3aKOHUMIIACh
ponamu Ha 30-i1 Hezenne, poauiicsl MaTbuuK ¢ Maccoit 2008 .,
3n0poB. Hacrosimast 6epeMeHHOCTh TIpOTeKajia ¢ TOKCHUKO-
30M | TpuMecTpa, Ha (poHe Yrpo3bl IpepbIBaHUS (TTOBBIIIIEH-
HOTo TOHYca MaTKH, MaTh TOJTy4ajia TeHUTIPas, TepXKUHAH).
Ponp! Bropeie, camocTosiTeNibHbIE, Ha 35-11 Henelne bepeMeH-
Hoctu. Macca tena pebeHka npu poxkaeHuu 2980 1, mHa
S53cm.

Pannee pasButue pebeHka — 0e3 ocodbeHHOcCTel. [pyn-
HOe BCKapMmiMBaHMe 10 2 jieT. [IpuBMBKM — COIVIaCHO Ka-
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JIeHAapio BakiMHAIWH. 1o 1 roma XKu3H! CTpaial TIUIICBOMA
ajuleprueii (Ha KOpoBbe MOJIOKO), B Macce TpUOaBIIsUT YIOB-
JIETBOPUTEITLHO, B 1 TOM 3k13HM Macca Tena 10KT, pocT 76 cM.
C 9 Mec XX13HM CO CJIOB MaTepu, oopaiiiai Ha ceOsi BHUMaHue
YBEJIMYEHHBIN B pa3Mepax KUBOT.

IMocne 1roma Xu3HM peOEHOK CTal IUIOXO MpUOaB-
JIITh B Macce, B Bo3pacte 2 JieT Macca Teja 11kr, poct 89cwm,
ctan yacto (1 pa3 B2—3 mec) 6oyieTb pecrupaToOpHbIMU
nHbeKIMAMA. Y peOeHKa OTMEYaICS TTOBBIIICHHBIA arTe-
TUT, YaCTHII KaIIUIIe00Ppa3HbIiA CTYIT 10 6—8 B CYTKH, C HeTIe-
PpeBapeHHBIMU OCTaTKaMHU.

C02.01.13 ypebGeHKa CHMXEHHBI amnmeTuT, pBOTa,
SKUOKWAN TIEHUCTBINA CTy/1. AMOYJaTOpHO TOJIydasl SHTepoO-
Gbypun, ¢GypazonaoH, 3aTeM MOSBUIMCH ITPOKWIKK KPOBU
BCTyJIle, SIBICHWS TOKCHMKO3a. MaJbuiK OBbLT TOCITUTAJIM-
3UpoBaH BJIETCKYI0 TOPOICKYIO OONBHUITY KIIMHUYECKYIO
(AT'KB) Ne9, rne Haxomuiicst ¢ 19.01.13 no 25.01.13 ¢ nuar-
HO30M: OCTPBIII MH(EKIIMOHHBII TaCTPOSHTEPOKOIUT HEy-
TOYHEHHOM 3TUOJIOTWM, cpeaHeTstkenast opma. Tokcrko3
¢ akcuko3oM I—II crenenu.lloce BbIMUCKKU cocTosIHUE pe-
OeHKa OCTaBaJIOCh CTAOMILHBIM, SIBJICHUSI TEMOKOJTATA KYTTH-
posayick. C 06.02.13 BHOBb TIOSIBIJICST Pa3sKVZKEHHBINA CTYIT
C TIPOKMJTKaMM KPOBH JI0 8 pa3 B CyTKU. PekoMeHIoBaHa ro-
CIIUTAJIM3AITHS IUTST OOCIICIOBAHMS M JICICHMST.

CocTosTHUEe TIPH ITOCTYTUICHUH CPeTHEN TSDKeCTH, B CO-
3HaHUU, He uxopaaut. [Tynse 90 B MunHyTy. KOXXHBIE TOKPO-
BbI ¥ BUIMBIC CTU3UCTBIE OJICTHO-PO30BHIC, YMCTHIE, CYXHE.
Iepudepuueckue umMdoysbl He yBearyeHbl. B ierkux —
MTy3pWIBHOE IbIXaHUe, TIPOBOTUTCS BO BCE OTIEIIBI, XPUTIOB
HeT. CepievHbIe TOHBI SICHbIE, pPUTMUYHEIE, IITyMbI HE BBICITY-
mmBatotcsi. 2KMBOT yBeJIMYEH B pa3Mepax, B3IyT, 6e300J1e3-
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HEHHBIN BO BCeX oTaenax. [ledeHb BBICTYTIaeT Ha 2CM HIDKE
Kpast peOepHOI IyTH TI0 TIPaBOil CPpeTHEKTFOUNYHON JTMHUU,
cesleseHKa He maybrmpyetcst. CTyi Kalmieoopa3Hblid, Ko-
PUYHEBATO-3€JICHOBATOTO 1IBETA, C MPOXWIKAMUA KpPOBU
CBEpXY KaJIOBBIX Macc, BIIEPEMEXKKY C KAJIOBBIMU MaccaMH,
CTyJs1 OT 2 110 8 pa3 B CYTKM, AMype3 He HapyllleH. MeHuHTe-
ATHHBIX 3HAKOB HET.

Ipu obcnemoBanny B aHa3ax kKpoeu Hb 118 < 10'r/i;
Tp. 280—451+10% x. 6,5-13,0°10°, mepen BBITUCKOM
6,8 10% neiikounto3 51—64% 6e3cnpura Bieso; COD
4—18—9—11—6MM pr.cT. B 00IIMX aHaMM3aX MOYM 6O€3 OT-
KJIOHCHWIA OT HOpMBI. B OMOXuMIYecKoM aHam3e KPOBU
YPOBeHb 00I111eTO OeJika, anb0yMUHa, MOYEBHUHBI, KpeaTUHH-
Ha, KaJIWsI, HaTPYsl, NOHU3UPOBAHHOTO KaJIBIIHS, TIIEIOYHOMN
docdarazpl, TpaHCaMUHA3, aMIJIa3bl, aHTUCTPEITOIM3UHA
0O, C-peakTUBHOro 0eyika, TJIIOKO3bl, aTaKXe MPOTEMHO-
rpaMma He HapyIeHBI.

AHaJIM3bI KaJla Ha TeIbMUHTBI Y KUILIEYHYIO TPYIIITY OT-
puvuaTebHble. AHAJIM3 Kajla Ha AMcOakTepro3: oudumodax-
Teprt — 10° (B HopMe Gosee 108), makrobakTepuu, SIIepu-
xun — 108 (BHOpMe 107—10%), M3 HMX JTAKTO30HETATUBHBIE
— 0 (B HOpMe 10%), remonmuTiueckuie — 98% (B HopMme 2%);
sHTepoKOKKH 10% (B Hopme 10°—107), cTaMITOKOKKM He 00-
HapyXeHbl, IpoxkernonooHsie rpudbl — Candida albicans
10* (B Hopme Menee 10%). TTaTtoreHHbIe 3HTEpOGAKTEPUN —
He 0OHapYKEeHBI.

Komnporsormgeckuit aHaM3: KOHCUCTEHITUS KallWIIeO-
OpasHasi, 3arax KaJoBBIl, IIBET 3eJICHO-KOPMIHEBBIN, peaK-
LIUST HeWTpaibHAs, CITM3b — YMEPEHHOE KOJIMYECTBO, MBbI-
IIIeYHbIC BOJIOKHA — 3—4, MbITa — HEMHOTO, PACTUTETbHAsT
KJIeTYaTKa IepeBaprBaeMast, HeriepeBapeHHas — 3HAUUTEITh-
HOE KOJIMYECTBO, IPOXKKEBBIC TPMOBI — YMEPEHHOE KOJIYe-
cTBO. B mocenyrommx 1Byx aHaIM3ax KapTHHA UICHTITIHAST.

Kan Ha ckpbiTyto kpoBb: 11.02.13 1 01.03.13 peakuust no-
JIOXKUTEITbHAST.

AnHanmz Mouu Ha nuactasy: 248 E/n (Hopma no 500 E/m).
AHaJIN3 MOYHY Ha CTEPUIIBHOCTD: OTPUIIATETbHBIN.

B xpoBu HBsAg, antutena x Bupycy renatura C He 00-
HapYXEHBI.

Y3 opraHoB OpIOIIHOM MOJIOCTU: MOKETYI0YHAST XKe-
ne3a; 15x13x16 MM (HopMa 11x8x10MM), 3XOTeHHOCTD yMe-
PEHHO TTOBBIIIIEHA, 3XOCTPYKTYpa YMEpEeHHO HEOMHOPOIHA,
BUPCYHTOB MPOTOK B HOpMe. 2KeTUHbIN My3bIpb: 60X15MM,
CTEHKa TOHKasl, B TIPOCBETE HEOOJBIIOE KOJTMUYESCTBO HEX-
HOTO 3XOIUTOTHOTO ocazika. [ledyeHb: TepeqHe3aTHMiA pa3-
mep 98Mm (Hopma 75—78MMm), neBast nofist: 1-il cerMeHT
53:19, 9XOreHHOCTh HECKOJIbKO MOBBIIIEHA, 3XOCTPYKTYpa
MEJTKO3epPHUCTAsT;COCYAMCTHIN PUCYHOK YMEPEHHO YCHIICH.
CerneséHKa: TIPONONBHEIA pasMep 75x27MM  (60x60MM),
9XOTEHHOCTh ¥ 3XOCTPYKTYpa B HOpME, YIUTOTHEHBI CTCH-
KM cocynoB. OTpenessiioTcsl MHOXKECTBEHHBIE MEJIKUE Me-
3eHTepUabHbBIE JTMM(POY3JIbl MaKCUMAaJbHBIM pa3MepoM
10x6MM. 3HAYUTENTEHO TTOBBIIIEHO Ta30HAIONHEHNE KU-
IIeYHUKA.

o 3aBepiieHMM CrielMATBHBIX UCCISI0BaHUI OOJIBHOM
ObLT TiepeBenieH B crielvanu3upoBaHHoe otaeieHue JIT'Kb

Apmamonos P.I. u coasm. A3BeHHBII KOMUT 1K O0one3Hb KpoHa?

Ne 3. OcHoBHOI1 ArarHo3: 60sie3Hb KpoHa? fI3BeHHbI KO-
Jut? CONyTCTBYIOIINIA TUArHO3: XPOHUUYECKUIA TOBEPXHOCT-
HbI racTpuT. XpOHUYECKUil cy0aTpohIeCKUil SHTEPUT.

OBCYX/JEHUE

OmHUM 13 TTEPBBIX JUATHO30B, KOTOPBIA MTPeICTaBISIICS
BO3MOXHBIM, ObITa IIeMakusl. Bojie3Hb COMPOBOXIACTCS
HapyIIleHWeM CTyJla, MOTYT OTMedaThest 60y B skxuBote. Lle-
JINAKWST XapaKTepU3yeTCcsT OOIBIIION TIOMYISIIIMOHHOM YacTo-
Toit — 1:100, neGr0TOM B paHHEM JETCKOM BO3pacTe v 00JIb-
IITMM pa3HOOOpa3reM KIIMHUUYECKMX TIPOSIBIICHUI. AHTHTETA
K IUTIOTeHY 1 TKAHEBOM TPaHCIIyTaMUHAa3e B KPOBHM peOeHKA
He 00HapyXeHbI. DHIOCKOIIMIECKOe UCCIIeIOBAHNE TOHKOM
KUIIKY (CM. HIKE) M KOTIPOJIOTUUECKUI aHAIN3 HE BHISIBUIIN
XapaKTepHBIX [UIT 00JIe3HN M3MeHeHMit. [IpemrmonoxkeHue
0 TIeJTMaK1H, TAKUM 00pa3oM, He TIOATBEPIAMIOCH.

Haymaue ykazaHwii B aHaMHe3¢ Ha ITUIIEBYIO aJUICPIHIO
K KOPOBbEMY MOJIOKY OOYCIIOBWJIO TIPOBEICHHNE TeCTUPOBA-
Hus ¢ 20 pa3IMIHBIMU aJUIepreHaMu, BKIIIoYasi aJulepreH Mo-
Jioka. BbIsIBIIEH TOJIBKO MOPOTroBblit ypoBeHb IgE K aHTUreHy
apaxyca, 4To TO3BOTIO MCKITIOYUTH THUIIECBYIO aICPTUIO
Kak MpUIrHY 00JIe3HU peOeHKa.

W3 anamHe3a usBectHo, uTo ¢ 02.01.13 pebeHOK mepe-
HeC OCTpoe KWIIIEYHOe 3a00JIeBaHME, COMPOBOXKIABIICECS
Jyapeeii, ¢ HUTMYMEM TIPOXWIOK KPOBH B cTyie. Jleuwm-
cs1 B cTanmoHape, Jepe3 10 mHelr BHOBb TOSIBUIACH JTHMapest
C TIPOXKWJIKAMU KPOBHU. DTHOJIOTHIO KUIIIEYHOTO CHHIPOMA
BBISIBUTh He ymaioch. HapyiieHnii GMoIieHO3a KUIIICUHU-
Ka, OTKIIOHEHUI B TYMOPATHHOM U KIIETOYHOM UMMYHUTETE
He BbIsIRJIeHO. OOBSICHUTH KUIIIEYHOE KPOBOTEUCHUE Hapy-
MIEHUSIMA TPOMOOIIMTAPHOTO 3BeHA WM Ie(UITMTOM TUTa3-
MaTu4ecKux (haKTOpOB He ObLTO OCHOBAHUIA.

Ipu ipoBeeHNN B CBSI3U C BBIPAXKEHHBIM CUMITTOMOM
a0IOMUHAIBHOM OO YITBTPa3BYKOBOTO  MCCIICIOBAHMSI
OPraHoOB OPIOITHOM ITOJIOCTH OBLIO BBISIBIIEHO HEOOJBIIOE
YBEJTMUCHUE TTOIKETYIOYHOM KeJle3bl, KOTOPOe TPHHSTO
TPaKTOBaTh KaK «peaKTUBHBI» MaHKpeaTUT. KimHuuecKue
TIPU3HAKY TTAHKPeaTUTa y GOJIBHOTO OTCYTCTBOBAIN, aMUJIa-
3eMHMU He OOHAPYKEHO.

W3 murepatypbl M3BECTHO, YTO TPYIIIA XPOHUIECKUX
BOCTIAJINTETGHBIX  3a00JICBAaHMIT  KUIIIEYHUKA BKITIOYACT
BcCeOsl SI3BeHHBI KOMUT (Hecrienuduueckuii) u 00se3Hb
Kpona [1]. INonuepkuBaetcsi, yto 6ose3Hb KpoHa BcTpeya-
eTcsl TIOUTH B 3 pasa yJarlie, YeM sI3BeHHBIN Kot CuutaeT-
cs1, uto 60s1e3Hb KpoHa, Kak IpaBwito, TIPEICTaRIISIeT CO00i
TepMUHAJIBHBIN WIEUT. B Tocnentee BpeMst 6bUTO TIOKA3aHO,
groy 50% neTteil MMeeT MeCTO BOCHATMTEIbHBIN TIPOIIECC
B raCTpOMYONCHABHOM 30HE IMMIIEBAPUTEIBHOTO TpaKTa
n ToHKo# kunike. Ipyu A3BeHHOM KomwTe y AeTelt B4/, coty-
YaeB MopakaeTCsl HUCXOMSIIMIA OTIET TOJICTOM KUIIKH, BCSI
TOJICTast KUIIA Y TOJBKO B 4% — mipsimas [2]. OmHako B co-
O0IIEHNSIX yKasbiBaeTcs, utoy 60—80% meteil ¢ sI3BeHHBIM
KOJIUTOM TIPOMCXOIUT TOTAJTBHOE ITOPAKEHUE KETyTOTHO-
kutreqHoro Tpakta [3]. ITpu 6omesnn Kpona B 90% citygaeB
B ITATOJIOTMYECKUI TIPOIIECC BOBJIEKACTCS TEPMUHATHLHBIN
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OTAE] TOHKOW KMILKW W/WJIU HUCXOASIIMI OTAeN TOJICTOM
kuiiku [4]. Bcepasu catum HabmonasliieMycsi 00JIbHOMY
ObUIM TOC/IENIOBATEILHO BBIMOJHEHBI 330(haroracTpomayoe-
HOCKOTIHSI M KOJIOHOCKOITHST C OMOTICHE CITM3UCTOM 000109~
KM 3THX OTJIEJIOB KUILIEYHUKA.

B30daroractpomyoneHockornust  (15.02.13): B kenmynake
coaepxkumoro HeT. Cu3ucTtast 000I0uKa Xeynka oneaHas,
CKITAKX c(hopMUPOBaHBI TIPaBUITbHO. CITM3UCTAasT TYKOBUIIHI
Y HUCXOJSIIIIETO OTIeNa TBCHAMIATUITEPCTHON KUIITKA PHIX-
J1as1, TycKJasi, ojeqHasi. BolrmosiHeHa MHOXKECTBEHHAsT OMOTT-
CHSI 13 HUCXOJISIIIETO OTIeNIa TBCHAMIATUITIEPCTHON KHIIIKH,
AHTPATLHOTO OTJIEJIA XKeEJTY/IKA U Tesa KeyaKa. 3akioueHue:
TTYOIICHWT, PEMUCCHSI.

Kononockorus (21.02.13): ocMoTpeHBI clienasi KMILKa,
BOCXOIAIIAS KUIIIKA, TIOTIEPeYHO-000M0YHAs KUIIIKa, HH-
CXOIINAs KUIIKA, CUTMOBHIHAS KUIIIKA ¥ IIPSIMasT KUIIIKa.
Bo Bcex otmenax sHmOCKONMYEcKass KapTWHAa OIMHAKOBAs:
TIPOCBET COXPaHEH, HEOOJBIIOE KOJIMYECTBO KHUIIEIHOTO
COAEPKUMOTO, CIM3UCTasi O0OJIOYKA DbIXJIasi, TUIEpEeMU-
pOBaHa, TPU MHCTPYMEHTATBHOM TaTbIallii KPOBOTOUMT,
CKJIa[IKW PUTUIHBI, TOHYC COXpaHEH. 3aKTIOUeHUE: SHIOCKO-
TTMYEeCKIEe TIPU3HAKY TOTATLHOTO KOJIUTA, TIPOKTUTA, CHIH-
KTepuTa.

Tucronornyeckoe vccnenoaHue o6uonTartos: 15.02.13:

1. @parMeHT CIM3UCTOM TOHKOM KUTITKH: BOPCUHBI TTaJTb-
LICBUIHOM ¥ JIMCTOBMIHOM (HOpM, BBICOKHME, OTHOIICHUE
BbICOTbI BOPCUHBI K TJTyOuHE KpUNThl 3/1—1/1. DHTEpOLIMTHI
BBICOKHE, SIIPa PACTIONIOKEHbI B HUXKHEHN TPEeTU KIIETKU, 0O-
KTOBUIHBIX KJICTOK 12 Ha BOPCHHY, B TNIyOMHE KPUIIT OTpe-
nensiiorest kietku [lanera. MexanTenvaibHble JUMOOIM-
TBI MHOTOYMCIICHHBIE, IIETOYHAsT KaiiMa TTPOCIIeKUBACTCS
He Ha BceM TIpoTsekeHur. CoOCTBEHHasl TUTACTMHKA C yMe-
PEHHO BBIpaXKEHHOU JIMMGOTUTA3MOITMTAPHON MHMWITBTpa-
TIMEIA, OTMEYArOTCsT TMMMOUITHBIC CKOTIICHUS.

2. AHTpanbHBIA OTHEN XeyAKa: MpeacTaBiIeHbl ¢par-
MEHTBI CIU3UCTON 0O0JIOUKY AHTPATLHOTO OT/AEA XeTyIKa.
KenynouHble BaIMKU HEBBICOKME, SIMKU Hertyookue. [lo-
KPOBHO-SIMOYHBII 3MUTENANA BbICOKWUIA, LAIMHIPUYECKUNA.
B cobGcTBeHHOI T1aCTMHKE eMMHUYHAST SITUTETMOMIHAS Tpa-
HyJIeMa, B SITUTETIN KPUTIT He3HAYMTEITbHAS MHDYUTBTpATVsT
JICUKOIMTaMU, CTAa00BBIpaKeHHAs JIMMGBOIDIA3MOITUTapHAST
UHUIBTPaLIYS.

3. Teso xemyaka: MpencTaBieHbl GparMeHTbl CIM3UCTOM
000JIOUKM Tejla Kestynka. 2KesrymouHble BalMKWA HEBBICO-
Kue, sIMKU Heryookue. [TOKpOBHO-SIMOUHBIN SMUTENUN
BBICOKMH, WIMHAPUYECKUH, SIMKU Hertyookue. B anmre-
JIUW KPUTIT He3HAYMTEITbHAST MHOWIIBTPALINS JICHKOIUTAMU,
c1aboBbIpaXeHHast TuMdoruiazMoLMTapHast UHWIBTpaLust
COOCTBEHHOM IJIACTUHKM.

3aKImoYeHre: XPOHMUYECKUN TTOBEPXHOCTHBIA TacTpUT
AHTPATLHOTO OTHENa JKeNyaKa, ClabOBBIPAXXEHHBIM, ho-
KTbHO aKTUBHBIA C HATMYIMEM SIUTCIIMOMIHON TpaHyJie-
Mbl. XpOHUYECKUIA TIOBEPXHOCTHBII TaCTPUT Tesla XKeyiKa,
C/1a00BbIPAXKEHHBIN, (DOKATbHO AKTUBHBIA. XPOHUYECKUI
cybaTpoyecKuii yMEpeHHO BbIpaXKEHHBII SHTEPUT, HeaK-
TUBHBIN (puc. 1, 2).

CJIYHAU U3 MPAKTUKN

Puc. 1. Xpormmuecknii akTuBHbIH (hOKAILHBIA FACTPUT Tela XKe-

Jynka. x x200.
3aechb 1 Ha puc. 2 U 3:0KpacKa FTeMOTOKCUIMHOM U DJI3UHOM.
B
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Puc. 2. Duuremionnnas rpaHyiemMa B CIM3UCTOI 000/104Ke aH-
TPAJILHOTO oTIeNA XKeayaka. x400.

Ticronornyeckoe wcciaeaoBaHue OuonTara  Ciemnoi
kuky (21.02.13): ¢pparmenT tkanu 0,4x0,2x0,2¢cM, cepo-
KEJITOTO 1IBeTa — TOJICTasl KAIIKA (Cernasi U CMTMOBUIHAS).
B marepuane conepkarcst (oparMeHTbI CJIM3UCTON 000JIOUKHU
TOJICTOM KUILKK C UIEHTUYHON TMCTOJIOTUYECKON KAPTUHOM.
IToKpOBHBII 3MUTENMIA HEPOBHBIM, C HATMYMEM YYacTKOB
VIUIONIEHHWSI, MeCTaMu AeCKBaMUPOBaH, WH(GWIBTPUPOBAH
HEMHOTOUUC/IEHHbIMU JielikolTaMu. Kpuntel pacrosio-
>KeHbl HEPABHOMEPHO, B MIPOCBETE OTAEIbHbBIX KPUIIT TOJU-
MOP®hHO-sIepHbIe JIEMKOUUTHI. B COOCTBEHHO! TIaCTUHKE
BOCTIIUTENbHASL JIMMOIUIa3MoLIUTapHasi WHOUIBTpaLs
C HEPaBHOMEPHBIMU JIUMGOUIHBIMU CKOTUIEHUSIMU C TIPU-
MECHIO 303UHOMUITBLHBIX JIEHKOLIMTOB, KPOBOMIIUSIHUSI.

3akiioueHue: XpOHUYECKUII aKTUBHBIA YMEPEHHO BbI-
paxeHHblii Konmut (puc. 3). IlomanHbIM Mopdonornye-
CKOW KapTUHBI, C YUETOM PE3YJIBTaTOB MEPBUYHOM OMOTICHUA
(HaMuuve BKeylke MPU3HAKOB (DOKATBLHOTO aKTWBHOTO
racTpura, €JUHUYHOW SMUTEMOMIHON TpaHyJeMbl, JM-
douunToza 3NUTENUST TOHKON KMILKW), KIMHUKO-aHAMHE-
CTUYECKMX CBEIECHUI U Pe3YJBTaTOB 3HIOCKOMMYECKOro
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Puc. 3. Xpormueckuii aKkTUBHDII KOJIUT ¢ 00pa30BaHKeM KpHI-a0-
cueccos. x200.

HCCIIeIOBaHNS, HanboJjiee BEpOSITHBIN OUarHO3 — OO0JIe3Hb
Kpona. Iiis Bepudukamy nuarHoza Heo0XoaumMo JMHAMK-
yeckoe HaOJMIoIeHUe C TTIOBTOPHOI OMOTICHEH TT0 KITMHUYe-
CKVM MOKAa3aHUSIM, CKJTIOYeHHE KUILICUHOM MH(EKIINN.

Kak BumHO, 3aKTIOuYeHUEe T10 pe3yJibTaTaM THCTOJIOTYe-
CKOTO MCCIIeNoBaHusI ObLIO pa3HbiM. Hammave snurenvion-
HOI rpaHyJieMbl OOBIMHO PAacCMAaTPHMBAIOT KakK MOPGOJIOTH-
yeckuii Mmapkep 6ose3Hu Kpona. OmHako A. C. TepTbIaHbIi
U COAaBT. [5] oOHapyxuu rpaHysiemy y 1 u3 12 nereii ¢ si3BeH-
HbIM KOJIUTOM U Y 2 u3 7 fetei ¢ 6one3Hbio KpoHa.

ITpu TMarHOCTUYECKO TPAKTOBKE HAIIIETO HAOTIONECHUST
clefyeT y4ecTb, 4To OoJbHOMY Bcero 2roma 7 mec. B mo-
CTYIHOI JIUTepaType CPpeIHUI BO3PACT JeTei, KOTOPHIM ObLI
TTOCTABJICH IarHO3 BOCITAJIMTEIIFHOTO 3a00JIeBaHIS KHIIICU-
HMKa, coctaBisier 11,5+3,8 rona [6]. W. Rowe [4] oTMeuaer,
yT1o TOJIbKO 10% cllydaeB 3THX 3a00JIeBaHMIA BCTpEYaeTCst
y OoJTbHBIX MoJioxke 18 eT. XoTst umeeTcst coo0ILeHre O CITy-
yae SI3BEHHOT'O KOJIMTa y HOBOpoXIeHHoro [7]. B HaGmone-
Huu A.C. TeptbiaHOro M coaBT. 3 U3 12 neteii C SI3BEHHbIM

JINTEPATYPA

1. Sandhu B.K. Inflammatory Bowel Disease (IBD) in Children:
An Emerging Problem. Indian Pediat 2007; 44:571—573.

2. SawczenkoA., Sandhu B.K. Presenting features of inflammatory
disease in Great Britain and Irland. Arch Dis Child 2003; 88:
995—1000.

3. Pymsanuyee B.I., Illleconesa H.E. HectieumbudecKuii siI3BeH-
HbI konuT y geteit. Consilium medicum 2002; 6: 17—20.
(Rumjanzev V.G., Sthegoleva N.E. Nonspesiphic ulcer colitis
in children. Consillium medicum 2002; 6: 17—20.)

4. Rowe W.A. Inflammatory Bowel Disease. www.eMedicine>Sp
ecialistes>Gastroenterology> Colon.

5. Tepmowunviii A.C., lllymunos I1.B., Myxuna FO.I. u dp. Tpyn-
HOCTH MOP(OIIOTMYECKOM TUATHOCTUKM BOCHATUTETbHBIX
3a00JIeBaHUI KUIIEYHNKA HA MaTepurajie SHIOCKOMNYEeCKOM

Apmamonos P.I. u coaem. S13BeHHbBIN KOMmUT umu 6one3Hs Kpona?
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TTOMYEPKUBAIOT, YTO BO BpeMsI PEMUCCHU CITU3UCTAST 000JI0U-
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Criemyer 0OpaTUTh BHUMaHKE Ha OCOOEHHOCTH KJIIMHUYE-
CKOI KapTHHbI 3200J1€BaHUsI y Hallero nauueHrta. B Habmo-
neHusix W. M. Michner u coabr. [8], BkimouaBiimx 230 gereit
C SI3BeHHBIM KOJTUTOM, OTMEJAETCs], YTO OOJIC3HD 3HAYNTEITh-
HO OTJIMYACTCSl OT TAKOBOM Y B3POCHBIX. TWITMYHBIE CUM-
TITOMBI MOTYT He TIPOSIBIIATECS, YTO IIPUBOIWT K 3aTI03MaION
JIMAaTHOCTUKE; TTOPasKEHUE CIIM3MCTON OOOJOYKM TOJICTOM
KUIIKA HOCHT TTOBEPXHOCTHBIN XapakTtep. B Harrem ciydae
y GOJILHOTO He OBUTO BBISIBJICHO $I3B CITM3UCTON OOOJIOUKA
TOJICTOM KUIIKH [3].

WzBectHo, mpu 6onesHu KpoHa Hambonee 4acTbiM
OCJIOKHEHUEM SIBJISIETCS 3aepskKa (hU3NIECKOTO Pa3BUTHS,
BYaCTHOCTM pocTa. KWIIeYHBIM OCJIOXHEHWEM 3a00JTe-
BaHUSI SIBJISIETCSl CTPUKTYpa TIOPAXEHHOTO ydJacTKa KHIII-
KM W3-3a YTOJTIICHUST ee CTeHKU. [1oCKONBKY It 601e3H!
KpoHa xapakTepHO TTyOOKOE M3bsI3BIICHUE CTCHKM KHUIIIKH,
BO3MOXHO 00pa3oBaHue cBUIIEH. MMeroT MecTo Takke Ts-
KeJTble BHEKUINICYHBIC OCJIOXXKHEHUS: TaHTPEHBI, apTpolia-
TUU, CKIEPUTHI W uputhl U Ap. [8]. I1pu si3BeHHOM KoJuTE
TSDKEITBIM, KU3HEYTPOKAIOIIM OCJIOXKHCHMEM MOXET OBbITh
TOKCUYECKUI1 MEraKoJIoH [7].

TakuM 00pa3oM, MOXHO MoJarath, YTo y Hab/oaaBIIe-
rocss OOJIBHOTO MMEET MECTO BOCHaIMTETbHOEe 3abosieBa-
HUe KWIIEYHWKA, TPAKTOBATh KOTOPOE C OIPEIeSICHHOCTHIO
KaK SI3BEHHBII KOJAT WK 60e3Hh KpoHa He mpencTapis-
ercsl BO3MOXHBIM. OOHapyXeHWe TpaHyJeMbl MCKITIOYacT
JIMaTHO3 «HEeOoMpeeJIieHHOro Konuray» (indeterminate colitis)
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6oJiee TUTTMYHBIC KIIMHUYECKUE, TUCTOJIOTUYECKIE TIpU3HA-
KU 1 OCJIOKHEHWST He TTOSIBIIIVCh. JlatbHeliee HabmoneHre
GOJTLHOTO MOTJIO OBI TIPOSICHUTB AMATHO3 3a00JIeBAHYIS.
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B NOMOLLIb TPAKTUYECKOMY BPAYY

Pouib mpukopmMa B ICHXOMOTOPHOM Pa3BUTHH peOeHKa

E.E. Hyviuuna

Hwxeropoackas rocyaapCTBeHHas MeanUmMHCeKas akagemms

The role of complementary foods in the psychomotor development of a baby

E.E. Yatsyshina

Nizhny Novgorod State Medical Academy

PaccmoTpeHo BiMsiHME TAKTUKH BBeJEHUS MPUKOPMA HA IICHXOMOTOPHOE pa3BuTHe pedeHka. IIpeacTaBieHbl BO3MOXKHbIE HApYIIE-
HUS B ICHXOMOTOPHOM Pa3BUTHH B CBA3H C HeaJeKBATHOIi opraHu3anyeii miTaHus pedeHKa nepBoro roJa XKu3Hu.

Kntouesvie crosa: demu, nepewlii 200 HcU3HU, NCUXOMOMOPHOE Pa3gumue, NUManue, NPUKOpM, MUKPOINEMEHMbL.

The paper considers the impact of complementary feeding on the psychomotor development of a baby. It describes possible psychomo-
tor developmental disorders due to inadequate feeding of an infant during the first year of life.

Key words: infants; first year of life; psychomotor development; feeding, complementary foods, trace elements.

XapaKTep MMUTAaHUSI UMEET HOJITOCPOYHOE BIUSHHUE
Ha 3/I0pOBbE YeJIOBeKa BO BCe MepUuo bl kn3Hu. Oco-
OEHHO 3TO aKTyaJbHO IS IeTel MepBOro rojaa >KWU3HMU,
Korjga IMPOMCXOIUT CTAaHOBJIEHWE MOTOPHBIX (DYHKIIMIA
MaJIblllla ¥ CO3[AaeTCsl OCHOBA s OpMUPOBaHUS Ha-
BBIKOB U BBICILIEI HEPBHOW AesiTeIbHOCTU. JloKaszaHo,
YTO MUTaHUE JOKHO MaTepualibHO oOecreuyuBaTh BCe
TeKyII1e TPOLECChl pOCcTa U pa3BUTHUs peOeHKa, ToIep-
>KHBaTh TPOUKY BceX TKaHel U B nepByto ouepens LIHC.

WpneanbHol nuliLeit st AeTeil TepBbIX MECSIIEB XU3-
HU SIBJISIETCS MaTepMHCKOe MOJIoKo. OmHako st obec-
MeYeHus pallMOHAIbHOTO COaJIaHCUPOBAHHOTO MUTAHUS,
pocTa U HepBHO-TICUXUYECKOTO pa3BUTUSI peOeHKa HeOO0-
XoauMo BBeleHue npukopMa [1]. [1o mepe HakoreHus
JIAHHBIX O CTPYKTYpe U CBOMCTBaX MUILIM, a TAKXKE Me-
XaHM3MaX y4acTusi HyTPUMEHTOB B MpOILIECCax pPa3BUTHUS,
¢opMUpOBaHUST 300POBbS U MPUOOpPETEHUs] HaBBIKOB
peGeHKOM HapacTaeT aKTyaJlbHOCTh U3YYEHUSI UX CONEp-
>KaHWS B IPOAYKTaxX IMPUKOpMa.

JI1st mpaBUJIBHOTO pa3BUTMSL JIeTel IepBOro roja
KM3HU BaxkHa 00eCreYeHHOCTh XeJie30M, IIMHKOM, HOo-
oM. Kesne3o SIBJISIETCS 3CCEHUMATbHBIM OMOMETAJJIOM,
WUTPAIOIIUM BaXXHYIO poyib B (GYHKLIMOHUPOBAHUM BCEX
KJIETOK opraHusma. buosjornueckoe 3HaueHue xkenesa
OIIpeIeNIsIeTCs] €ro CIIOCOOHOCThIO 00PAaTUMO OKHUCIISTh-
Csl 1 BOCCTaHABJIMBAThCS, YTO 00ECIIEYMBAET €r0 y4acThe
B Ipolieccax TKaHeBoro abixaHus. HecbamaHcupoBaHHOE
U HEIOCTaTOYHOE B KAYECTBEHHOM U KOJIMYECTBEHHOM

© E.E. dubllunna, 2014
Ros Vestn Perinatol Pediat 2014; 1:103-105

Anpec nas koppecnonnenmuu: Supimiia Enena EBreHbeBHa — K.M.H., JIOIL
kad. rocnutanbHON nexuMatpuM HuXeropoackoil rocynapcTBEHHOI Menu-
LIMHCKOI1 aKaleMUK

603005 Huxnuit Horopon, . Mununa u [Moxapckoro, a. 10/1

OTHOIIICHUY TTUTaHHUE JIeTeH MPUBOIUT K JIATEHTHOMY JIe-
duuuTy xenesa. ZKejaezo uMeeT 3HAUUTEbHOE BJIUSIHUE
Ha HU3nIecKoe W IICUXUIECKOe pa3BUTHE, ITOBEICHUE
JeJIoBeKa M ero paboTocmocooHocTh. [loamepkanue no-
CTaTOYHOTO YPOBHS Xeje3a B OpraHM3Me pebeHKa BO3-
MOXHO TP Ha3HAYCHUW TIPUKOPMOB.

Ha parHUX 3Tamax pa3BUTHs MO3Ta HETOCTATOK JKe-
Jie3a BeleT K CHIDKEHWMIO TeMITOB VUM 33/IEPXKKe TICHUXO-
MOTOPHOTO ¥ YMCTBEHHOTO pa3BUTHSA. CoXpaHSIOIINIA-
¢ Ae(UIINT 3Xejle3a MOXET BBI3BIBATh HEOOpaTHMBIE
n3meHeHuss B HHC BBupe yxyaiieHMsI KOTHUTUBHBIX
dyHkIIMit pebeHKa. B mampHeieM 3T0 MOXeT MPUBECTH
K CHIDKEHUIO CITOCOOHOCTH K 00YUeHUIO, 3aITOMUHAHMIO,
HapyIICHUIO TIOBEACHUYSCKMX PEaKInii. 3HAYUTEIBHOE
BIUSTHUE NeUIIMTa Xele3a Ha IMICUXUIecKoe u husnde-
CKO€ pa3BUTHE, TIOBEACHNE M pabOTOCITIOCOOHOCTS JIeaeT
€ro Cephe3HOM MPOOIIEMOIt [UTS 30POBhs OOIIECTBA.

B Bo3pacTHO#l mepuoa a0 8—9 mec BopraHusMm pe-
OeHKa TocTymaeT c KamamMu 90% xemes3a, BTO Bpe-
MsI Kak 3a C4eT OBOIIel M (PpyKTOB peOEHOK ITOoIyJyaeT
2—10% »toro MuHepana. BocromHUTE nedbuimT Xexe3a
0e3 Ha3HAUYCHMS JICKAPCTBEHHBIX IIpeTiapaToB HEBO3-
MOXHO, OITHAKO MOIIePKaHUE €T0 JOCTATOYHOTO YPOBHS
B OpTaHM3Me peajbHO TIPW IPAMOTHOM BBEOCHUUW TIPH-
kopMa. CiemoBarteIbHO, UCIIOTB30BaHUE TIPOMYKTOB TTH-
TaHWs, JTOTIOJIHUTEIPHO OOOTaIeHHBIX XKeJIe30M, SBIIS-
eTCs He TOJIbKO I11eJIeCO00pa3HbIM, HO M HEOOXOIUMBIM.
B xavecTBe mpuMepa MOKHO TTPUBECTH Kalllkd TTPOMBIIII-
JeHHoro TipousBoacTBa «DpyroHsHs», oboralieHHbIe
KeJIe30M U MperHa3HaYeHHBIC IS TUTaHWS JeTeil paH-
Hero Bo3pacTa.

Hedpunur iona HebGnaronpusitHo BiauseTr Ha HHC
W MHTEJUIEKT BO BCE BO3pacTHBIE Tepuombl. MMerotcs
yOenmuTebHBIC TaHHBIE O TOM, YTO B YCJIOBHUSAX MOTHOTO
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neduInTa y IeTeil mepBoro rojga XKU3HW OTMEJaeTcs 3a-
JepkKKa TICUXOMOTOPHOTO Pa3BUTHS MO IBYX SIUKPU3-
HBIX CPOKOB [2, 3].

Henocrarounast obecriedeHHOCTL IMHKOM MEHee U3-
y4eHa, HO M3BECTHO, YTO OHA CKA3bIBAETCS Ha COCTOSTHUU
HHC. uHk HeoOXxomum il pocTa U JAeJeHUs KIIETOK,
pazButus Mosra u LIHC, uro B nanbpHeiiiiemM omnpenensieT
TTOBEZICHYECKUE PeakIMy JeoBeKa. LIMHK BXOIWT B co-
CTaB OEJIKOB, YUaCTBYeT B OMOJIOTMUECKUX PEaKITUSIX BCeX
BUIOB OOMEHA, BXOIUT B COCTAaB TEHETUIECKOTO armapara
KJIeTKU. ExXemHeBHas MOTPeOHOCTh B IIMHKE COCTaBIISET
8—10Mr, u3 iy ycBamBaetcs Toibko 20—30%. Hanbo-
Jiee 6oraThl IIMHKOM MSICO, MOJIOUHBIC TPOXyKTHI. CTaHO-
BUTCSI aKTYaJIbHBIM BBEJICHE ITPOIYKTOB, TOTIOJTHUTEIEHO
00OTalleHHBIX IIMHKOM. B mutaHuy meteit mepBoro roma
KU3HU PEKOMEHIYETCS MCITONIb30BAaTh KAl ITPOMBIIII-
JICHHOTO TIPOW3BOJCTBA, JOIOJHUTEIHHO OOOTallleHHEIC
IIMHKOM. JIJ1ST 9TUX T1eJieil ONTUMAaTbHBI KAIll MHCTAaHTHO-
TO TIPUTOTOBJICHMSI, BBITTyCKaeMbI€ ITOJ TOPTOBOM MapKOM
«@pyroHsHs». JlaHHBIE TTPOMYKTHI 00OTAIICHBI [IMHKOM,
a TaKKe XeJIe30M 1 HOIOM.

OO611eNpPU3HAHHBIM CIOCOOOM MPOMUIAKTUKY JedU-
IIMTa Xeje3a, IIMHKA W oma SIBJISIETCS MCIIOTh30BaHUE
B MUTaHWUU peOeHKa paHHETo BO3pacTa OOOTalleHHBIX
STUMU HYTPUEHTAMH 3¢pPHOBBIX IIPOIYKTOB IIPH alleKBaT-
HOM Ha3HaYeHUU MSICHOTO TIPUKOpMa. MsICO — BasKHBIH
TIPOAYKT TIPUKOPMa, SIBIISIETCS IIEHHBIM HMCTOYHUKOM
>KUBOTHOTO GeJika M TEMOBOTO KeJie3a, COIEePKUT MHOTO
coJeit kanus, pocdopa, marHus. UMeroTcst naHHbIE, yKa-
3BIBAIONINE HA TO, YTO MTOTPEOICHNE MsIca TTOJIOKUTETLHO
BJIMSIET HA TICMXOMOTOPHOE pa3BUTUE neTeit [4, 5].

C 6-MecsI9HOTO BO3pacTa B pallMOH peOeHKAa MOXKET
BBOAMTLCS IMIOPE U3 TOBSIMUHBI, CBUHUHBI, MTHAECWKU, KPO-
nmKa, Kypuibl. C8 Mec XM3HM pPEKOMEHIOBAHO ITOpe
¢ nobaByieHreM cyorpoaykToB. B Bo3pacte 6—7 Mec B pa-
IIMOHEe pebeHKa JOJDKEH OBITh TPEACTaBJicH TOMOTCHU-
3UPOBAHHBIN MPOAYKT, C §—9-MeCSIUYHOro BO3pacTa peKo-
MEHJTyeTCs Imopeodpa3Hast KOHCUCTEHIIHS MSICHOTO TTIope,
ajuid nereit 9—12 Mec KUM3HU — KPYIMHOU3MEbUEHHbIN
BapuaHT. MsicHble KoHcepBbI «PpyToHsHs» (OAO «ITPO-
I'PECC», Poccust) cooTBeTCTBYIOT TpeOOBaHMSIM K BBE/IC-
HMIO TIPUKOPMa B COOTBETCTBUHU ¢ «HallMoHanbHOM Mpo-
rpaMMOI ONTHMM3AIMK BCKAPMJIMBAHUS IETEH TEPBOTO
rona xu3Hu B Poccuiickoit depepanm» [6].

B coBpeMeHHOM TTOHMMAaHWM MPUKOPM — 3TO Bce
BHIBI TIPOMYKTOB, KPOME JKEHCKOTO MOJIOKA M €TO 3aMe-
HWTEJIE, KOTOphIe BBOAAT B PAIlMOH peGeHKa TePBOTO
roma XW3HU. BBemeHWe IMpuKopMa JaeT BO3MOXHOCTH
YCTPAaHUTh BO3HMKAIONIUI BO BTOPOI ITOJIOBUHE ITEPBO-
TO ToJa XM3HW Ae(HUIIAT MUIIEBBIX BEIIECTB, HE TOIBKO
0EIIKOB, XXUPOB, YIJICBOAOB, HO U MUHEPATBHBIX COCIU-
HEHMI, MUKPO3JIEMEHTOB, BUTAMUHOB. HOBBIE TIpOmyK-
THI PACIIMPSIIOT CIIEKTP BKYCOBBIX OIIYIICHUN; U3MEHE-
HME KOHCHUCTEHIIMM TPEHUPYET JKeBaTeJbHBIN armapar,
YTO MO3BOJISIET (POPMUPOBATH THUIEBOE ToBeAcHUE [7].
B cootBeTcTBUM € «HarmoHaibHON TpOrpaMMOid OITH-

B MOMOLLIb TPAKTUYECKOMY BPAYY

MM3aIUU BCKapMJIMBAaHMS JETeH TEpBOTO Trofia KU3HU
B Poccuiickoit @eneparum» [6], mpunsaroit 8 2010 ., Ha-
YUHATh BBEACHHWE MPUKOPMA He CIIeayeT paHbIne 4 Mec
XU3HU U He TTo3aHee 6 Mec Xu3HU. Ecii TpuKopM BBO-
IIATCST TIO3IHO, TTPOVMCXOANT HEIOCTaTOYHOE ITOCTYILIC-
HME SHEePTUH U MUIIEBHIX BEIIECTB, YTO MOXET IIPUBECTH
K 3alepkKKe pocTa M HeIOCTATOYHOCTH TUTAHUS, 3a1ep-
XKe (OpMHMPOBAHUS MOTOPHBIX HABHIKOB. Bciemcteue
HECITOCOOHOCTH TPYIHOTO MOJIOKA YIOBJIETBOPATH IIO-
TpeOHOCTH peOeHKa pa3BUBaeTCs IeUITUT MUKPOHYTPH-
€HTOB, OCOOCHHO KaJIbIIUs, Xejle3a U ITMHKA, YTO MOXET
COTIPOBOXIATHCS BOSHUKHOBCHUEM OTKJIOHCHMIA B HEPB-
HO-TICUXMYECKOM Pa3BUTHH peOeHKa.

K9—11 mec xuznu 6omee 90% mMOTpeGHOCTH B MU-
KpO3JIeMEeHTaX, BIMSIONIX Ha HEPBHO-TICUXUIECKOE Pa3-
BUTHE, O0CCIIEUMBAIOTCS MPOAYKTaMU TpuKopma. Lleme-
C000pa3HO WMCTIONh30BaTh MHCTAHTHBIC Kalll B KAUeCTBE
TIEPBOTO TTPUKOPMa JCTSIM U3 TPYIIITHI PUCKA IT0 ICOUITNTY
XeJe3a W pa3BUTHIO aHeMuH. OCOOEHHO 3TO aKTyalbHO
IUTSI HEMOHOIIICHHBIX IeTel ¢ OTKIIOHCHUSIMU B IICHXOMO-
TopHOM pa3BuThu. OnHa MopLMs Kalim peOeHKy 5 mec
JKU3HU 00ecIrieunBaeT He MeHee 28 % CyToYHOil TOTpeOHO-
ctv Xene3a u 37 % — 1mHKa. BropsIM IpUKOpMOM TS Ta-
KUX JeTeif sBisieTcst Msico. JloGaBneHre Msica K 3epHOBBIM
1 OBOIITHBIM OJTIOaM TTOBBIIIIAET YCBOCHUE Xee3a. Msic-
HBIC TIPOAYKTHI BOCTIONHSIOT HE TOJIHKO JCHUIINT Xeiesa
M LIMHKA, HO ¥ BUTAMUHEI TPYMIILI B, 4TO BaxkHO TSI HEPB-
HOlt cucTeMbI pebeHKa. DPyKTOBBIE COKM U ITIOPE CITOCO0-
CTBYIOT BCachIBAaHUIO Xejle3a W MUKPOIIEMEHTOB 3a CYeT
TIPUCYTCTBUSI B HUX SIOJIOUHOM, TMMOHHOM KUCJIOT ¥ BUTA-
MuHa C ¥ MOTYT pacCMaTpUBAThCs KaK TPETHI TTPUKOPM.
[Ipu 3TOM HE UCKITIOYAeTCsl MCITONb30BaHUE (DPYKTOBOTO
IMope B Ka4eCTBEe BTOPOTO TTPUKOpMa (TI0C/Ie MHCTAHTHOM
Karm). JImeToteparuio ¢ UCITOJIb30BaHUEM 00OTAIICHHBIX
MPOAYKTOB TipuKopMa «DpyToHsTHS» MOXHO paccMaTpu-
BaTh KaK JICYeOHBII MOMEHT B TIPEMYIIPEKICHIN BO3HUK-
HOBEHUS OTKJIOHEHUH B TICMXOMOTOPHOM Pa3BUTUU IETEi
TIEPBOTO TOJIA KU3HMU.

Heobxomnma TipaBWIIbHAsE OpraHW3alysl HYTPUTHB-
HOM TMOLIEPXKKU AETEN € IMMOMOLUBIO CIIELNATU3UPOBAH-
HBIX TIPOMYKTOB MUTaHUsA. Pa3zHOOOpa3HOe MUTaHWUe pe-
OeHKa TIepBOTO Tola XW3HM OKa3bIBacT OIpeeliTrolee
BIWSTHUE Ha XW3HEAESTEIHbHOCTh OpraHu3Ma, Gusnde-
CKOe, HEPBHO-TICUXUIECKOE Pa3BUTHE, ITO3HABATEIbHBIE
CITOCOOHOCTH B IMOCIEAYIOIINE TICPUOIbI IETCTBA.

IMponykTh! neTckoro mutanus «®pyroHstHs» — coku,
HEKTaphl, HAMMTKYU C TpaBaMU, (DPYKTOBBIC ITIOpe (MOHO
1 TIOJTUCOCTaBHBIC, BKITIOYAIOIINE BCE BapUaHTHI COYe-
TaHW (DPYKTOB U SITOM, IMIOPE C TBOPOTOM U CIIMBKaMH,
(bpyKTOBO-OBOIIIHBIE ITIOPE), OBOIIHEIC IOpE, MSICHBIE
mope (Bce BUIBI MsIca: TOBSIAMHA, MHICHKA, KPOJIUK, CY0-
TTPOIYKTHI), KAl CyXre ObICTPOPACTBOPUMBIE, TOTOBBIE
K MIPUMEHEHMUIO, KUIKNe Kaiku. Takium o6pa3om, Ha ce-
TOHS B OTCYECTBEHHOM MMPOMBITIUIEHHOCTH TIPEACTaBIIe-
Ha TTOJTHAasI IMHEWKa JeTCKOTO TTUTaHUS IS TIPaBUJILHOMN
OpraHu3allMy BCKapMJIMBaHUsI 30POBOTO peOEHKaA.
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UHDOOPMALNS

00 3¢ heKTUBHOCTH BCEPOCCHIACKMX HAYYHO-NPAKTUYECKMX MEPOTIPUSITHIA,
nposeneHHbIX B 2013 r. PT'BY «MHUWMU neauarpun u 1eTCKOH XHPYPrun»
Mun3zapasa Poccun (mo uroram XII Poccuiickoro Konrpecca
«/IHHOBANIMOHHBIE TEXHOJIOTUH B NEMATPHH U JE€TCKON XUPYPrUm»)

Konrpecc cocrosuics 22—24 oktsa6ps 2013 . B Mo-
CKBe (rocTuHUYHBIN KoMmIuieke «Kocmoc»). B ero padore
npuHsiau yyactue 6osiee 3700 nesneratoB u3 74 pernoHoB
Poccun (128 ropomoB), u3 22 cTpaH OJMXKHETO U Jallb-
Hero 3apyoexbsi (YkpauHa, benopyccus, Kaszaxcran,
TamxuknucraH, Y36ekuctaH, MongoBa, Dcronus, JlaT-
Busi, bonrapus, Yexus, CnoBakusi, BenukoOpuraHus,
Hranus, Tepmanus, CIIA, Beabrus, ®panuus, Sdmno-
Hust v np.). Cpenu aeneratoB 38 % cocTaBUIM MEeIUATPHI,
16% — xupypru, 46% —crenuaIncThl Y3KOTO TTPOMUIIS
(32 cneunanbHoctr). M3 MockBbl 1 MockoBCKoOii 001a-
cti 0610 48% Y4aCTHUKOB, M3 IPYIMX perMoHoB Poc-
cuu — 45%, 13 cTpaH JAJIBHETO W OJMKHETO 3apyOexbst
— 7%. HdeneraTbl KOHTpecca MPeICTaBIsIn 92 pas3nnd-
Hbix By3a U HUW u3 perroHoB Poccuu. B mMarepuanax
KOHTpecca ObIJIO OMyOJUKOBAHO 556 TE3MCOB, B YCTHBIX
Y TIOCTEPHBIX COOOIIECHMSIX TMPUHUMAIKM YyJacThe OoJiee
800 cienmanucToB.

Poccuiickuit KoHrpecc «HHOBallMOHHBIE TEXHO-
JIOTUM B MEIUATPUU U AETCKOU XUPYPTUM» MPOBOAUTCS
exeronHo ¢ 2002 r. 1 3aHsIT BaXHOE MECTO B XXKU3HM Tie-
MUATPUICCKON OOIIECTBEHHOCTH CTpaHbl. OTpaXeHHeM
9TOTO SABJISIETCST OOJNBINOE KOJUIECTBO W YIaCTHUKOB,
1 pa3HOOOPa3HBIX MEPOTIPUATHIA, B TOM YHUCIIE CATCIUTUT-
HBIX KOHTPECCOB, HayYHO-ITPAKTUICCKUX KOHMEPEeHIIMHI
Y CUMITO3UYMOB, KPYTJIBIX CTOJIOB, paO0OYMX COBEIAHMIA,
nuckyccuit u ap. Tak, ¢ 2002 . KOIUYECTBO YYACTHUKOB
YBEJIUYUIIOCH C 2,5 ThIC. 10 6osee 3,7 Thic. B 2013 1., a KO-
JIMYECTBO MepoTpusTuii — ¢ 76 no 127. KoHrpecc BHOCUT
MOCTOMHBIN BKJIaN B pellicHWE TPOOJIeMBI TTOBBIIICHUS
KBTM(UKAITIY TISTUATPOB, aJUIEProjioroB, HepoJIoToB,
ITyJTbMOHOJIOTOB, TEHETUKOB, JETCKMX XUPYPTOB, YpO-
JIOTOB, KapIuOJIOTOB, HEOHATOJIOTOB, OTOJAPWHTOJIOTOB
U IPYTUX CIEIUAIMCTOB, PaboTaloNMX B cepe OXpaHbI
3[10POBbY ICTEM.

B pamkax XII Poccuiickoro koHrpecca «MMHHOBalLu-
OHHBIC TEXHOJIOTUM B IEIUATPUN W ICTCKON XUPYPTUW»
MO 9 CATEJNIUTHBIX MEPOIPUITUI, B TOM YHCIIE
VIII Poccuiickuil KOHTpecc Mo AETCKON aieprojioruu
U KJIMHWYecKoi umMMyHosoruu, VI Poccuiickuil KoH-
rpecc TIO METCKOM SMUJICTITOJIOTUN. YKa3aHHBIE Mepo-
TIPUSTUS OBUIM TTOCBSIIICHBI TTPOOJIeMaM OpraHU3aIiu
BBICOKOKBaTM(OUIIMPOBAHHON TTOMOIIHU AETSIM C IIUPOKO
pacIpocTpaHEHHBIMU W HEPEIKO MHBATMIUZUPYIOITUMU
3200JIeBAHUAMY — AJUIEPTUICCKUMU, IMMYHHBIMM, STTH -
JIETICUEN U JP.

HecomHeHHO, OOJBINOI WHTEpeC Y CIIEUATUCTOB
pazHoro TmpoduiIs BBI3BAJA BIEPBbIC IPOBEACHHAS
B Mockse nox arupoit IPNA, ESPN u Poccuiickoit ac-
coIMalMy  TleMuaTpoB-HepoIoroB MeXIayHapomHast
IITKOJIa TI0 IeTCKOW Hedposornu. BbUM paccMOTpeHb

C COBPEMEHHBIX MMO3ULUIA Kak Haubosiee yacTble B He-
dposornyeckoii npakTUke 3aboyieBaHuUsl  (TJIOMEpY-
JNoHedpUT, MHGEKLUUS MOYEBON CUCTEMBI), TaK W Psif
opdaHHbIX 3a00J€BaHU; TTpeNCTaBIeHbl UHHOBAIIMOH-
Hble TEXHOJIOTMM B OO0JIACTU 3aMECTUTEJIbHOW Tepamnuu
U TPAHCIUJIAHTALUU TTOYEK.

B nBeHanuaTelii pa3 Ha KOHIrpecce cobpaiuch crie-
LMAIUCTBl B OOJIACTU JETCKON XWPYpruu, OHKOJIOTHUU,
HEeUpOXUpypruv, TPaBMATOJIOTMU-OPTONEIUU, YPOJIO-
run-anaposoruu. Ha Bcepoccuiickoit koHdepeHMu
«AKTyaJIbHbIE€ BOIIPOCHI XUPYPTUU, TPABMATOJIOTMU U OP-
TOMEINHU ETCKOTO BO3pacTa» OOCYXIAIUCh aKTyaJlbHbIE
Mpo0JeMbl Y HAaNPaBJAEHUS PA3BUTUS IETCKOM XUPYpPruu
B Poccuiickoit @eneparun. beumi mpeacTaBieHBl HOBE-
1IM€ OTeYECTBEHHbIE HAyYHO-MPAaKTUYECKUE pa3paboTKu
C aKIIEHTOM Ha BHEJpPEHWE MMHUMAJIbHO WHBa3MBHBIX
MEIULIMHCKUX TEXHOJIOTUIA.

IMpoGiemMam paHHel NUAarHOCTUKE U BHEAPEHUIO CO-
BPEMEHHBIX METO/IOB Tepaluu TeHeTUYeCcKuX OoJie3Hel
y JieTeit Oblia mocBsllieHa V HaydHO-TIpaKTUYecKas KOH-
(epeHuns «IleHeTYecKoe 3M0POBbE AETEN M COBPEMEH-
Hble BO3MOXHOCTU JAMArHOCTUKHW U JIEYEHUS] HACJIENCT-
BEHHBbIX 3200JI€BAHUI IETCKOTO BO3pacTa».

Ha II Bcepoccuiickoii HayuHO-MpaKTUYECKO KOHbe-
PEHLIMU TI0 IETCKOW racTPOIHTEPOJIOTUU U HYTPULIMOJIO-
MU PacCMaTPUBAIIUCh CJIOXHbIE BOMPOCHI BCKapMJIMBa-
HUS IETel, JJe4eOHOro MUTaHUsT U Teparuu 3a00J1eBaHuUi
KeJyIOYHO-KUIlleYHOTo TpakTta. [IpoBemeHo 3acemaHue
npobieMHoit Komurccuu Poccuiickoro obiiecTBa ractpo-
sHTeposioroB «KumeuHas wMukpodsaopa | 3010pOBbIii
peOEHOK», COCTOSJIOCh OTYETHO-BBIOOPHOE CcOOpaHue
oOlecTBa JETCKUX TacTPOIHTEPOJIOrOB, TeNaToJioroB
U HYTPULIMOJIOTOB.

Ha IV Bcepoccuiickoii koHbepenuuun «Ileauarpu-
YeCKUe AacMleKThl TUCIIA3UM COEAUHUTETbHON TKaHM.
JOoCTUKEHUST U MEePCIIEKTUBbI» 00CYKIaTUCh MPOOJaEMbI
paHHEN TUarHOCTUKM AMCIUIa3UU COETUHUTENbHON TKa-
HU, BBISIBJICHUS €€ TeHETUYECKON reTepOreHHOCTU U 0CO-
OEHHOCTHU TeYEHUS PA3TUUYHBIX TATOJOTUYECKUX MPOLIEC-
coB Ha ee oHe. Ha ocHoBe MaTepuasioB KoH(pepeHIuU
OyzeT BbIMylleH COOPHUK.

Ha IX Bcepoccuiickoit HaydHO-TTPaKTUYECKO KOH-
depeHunun «CTOMATOJIOTMYECKOE 310POBbE peOEHKa»
ObLTM pacCMOTPEHbl OPraHU3allMOHHbIE W HAYYHO-TIpa-
KTUYECKHME BOMPOCHI OKa3aHUSI BbICOKOKBaIU(PUUIUPO-
BaHHOM IMOMOIIM AETSM C MaToJIOrUell 3y004esIoCTHOM
00J1IaCTU U MPEACTaBJIEHbl MeIUaTpuyeckue acrekThl
9TON, HECOMHEHHO, BaXXHOU MpOOJIEMBbI.

B pamkax koHrpecca BrepBble OblI MPOBEIEH CEMU-
Hap «MHHOBalMOHHBIE METOMbI JIyYeBOW AUArHOCTUKU
B NIEMUATPUM U NETCKON XMPYPTUW», Ha KOTOPOM TIpel-
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CTaBJICHBI MaTepualbl, OCBENIAIONINEe HOBEHUIIIME BO3-
MOXHOCTH JIy9eBOW JMArHOCTUKU B MeIUATPUICCKOMN
U XUPYPTUIECKOM ITpaKTHKE.

TpaguIIMOHHO Ha TOPXECTBEHHOM OTKPBHITMM KOH-
rpecca ObUTA BpYIEHBI TaMATHBIC 3HAKW U UMEHHBIE TIpe-
MWW 32 BBIJAIONIMIICS BKJIAI B Pa3BUTHE OTECUYCCTBCHHOMN
neauatpun (umeHu A.A. Kucenst) u aeTckoi Xupypruu
(umenum C. 1. TepHOoBCKOTrO).

Cocrosiytach MocTepHast CecCusl M KOH(MEepeHIIUsT MO-
JIOIBIX YIEHBIX, B KOTOPBIX MIPUHSIN yyacTre 30 crierma-
JINCTOB TIO TIEAUATPUN, NETCKOM XUPYPTUU U CTOMATOJIO-
ruu. [1poBeneHbl HarpaxxIeHust JIy4lIux padoT.

CrnemyeT OTMETHTHh BBICOKWII HaydHBIA U 00paso-
BaTeJIbHBI YPOBeHb KOHMEPEHINH, CUMIIO3UYMOB,
KPYIJIBIX CTOJIOB, TEMAaTWYECKON BBICTAaBKU OJjaromapst
YYaCTUIO BEMYIINX YYCHBIX CTPAHBI — C IMPUBJICUYCHUEM
3apyOeKHBIX KOJUIET — CIIEIUAIMCTOB B 00JIaCTH JETCKUX
Oose3Heit. KoHrpecc cran 1IKosoi A1 NpakKTUYEeCKUX
Bpaueil, paboTaloNIX B pa3TUYHBIX O0JACTIX TIeIUaTPU-
YECKOM MEIULIMHBI.

HayuyHast mporpamMma KoHrpecca BKJIIOYaja IMOCHIE/-
HHWE IOCTIKCHUS B OOJACTM ITWArHOCTUKH, JICUCHUS,
npodUIaKTUKU HauboJjiee YacThbiX 32001 BAHUI IETCKOTO
BO3pacTa, B TOM YHUCJIC XUPYPTHUECKOM MAaTOJIOTHH, HEOT-
JIOXHBIX cocTOSTHMIA 1 Ap. [IInpoko o6CyKmaanuch BOIpo-
CHl PAIIMOHAJILHOTO TIPUMEHEHUST JIEKapCTB B TIeIUATPHU-
YeCKOH MpaKTHKe Ha OCHOBE IMTPUHIIMITOB TOKA3aTeIbHON
MeIuLKHBI. BaxxHoe MecTo 3aHMMala NpobJiemMa okasa-
HMSI METUIIMHCKOM TTOMOIITY IETSIM B 9KCTPEMaTbHBIX CH-
TyaIlusx, B TOM YHCJIE B CIIOPTE «BBICOKUX TOCTKCHU»,
C VICTIOTb30BAaHWEM HOBEHUIITNX TEXHOJOTHI. YUaCTHUKU
KOHTpecca TO3HAKOMUJIUCH C COBPEMEHHBIMM JICKapCT-
BEHHbIMU TpernapataMu, BaKlIMHAMU, HOBUHKaMU Me-
MUIIMHCKON TEXHWKW W HOBBIMU ITPOAYKTaMU IETCKOTO
ITUTaHUS.

BaxxHBIM SIBJISIETCSI OpraHU3aIMs B paMKax KOHTpec-
ca IIKOJI, KPYIJIBIX CTOJIOB, CEMUHAPOB, WHTEPAKTUBOB
1 MacTep-KJIaCCOB, TIOCBSIIIEHHBIX HOBBIM METOIaM ITH-
ArHOCTUKM U JICUSCHUS B TIEANATPUH U JCTCKOU XUPYPTUU.
OTH MEpOTPUSATHS TTO3BOJISAIOT IIMPE MTOHECTH IO Tpa-
KTHUYECKOTO Bpaya JOCTYKEHHS] COBPEMEHHOW MEIUITNH-
CKOM IMATHOCTUKW W OIPEISTUTh IYTH ONTUMU3AINU
obcnenoBaHust aereit. Ocoboe BHUMaHWE 00pallaioch
Ha pa3BUTHE TTEAMATPUUECKON W XUPYPTUIECKOU MTOMO-
T HOBOPOXKIEHHBIM U IETSIM paHHETO BO3pacTa.

[TpoBeneHo paboyee coBelllaHue TJIaBHBIX CITeIMaI-
CTOB PETMOHOB 10 JIETCKOW XUPYPTHH, KOTOPOE TTO3BOJIH-
JIO pa3paboTaTh eAMHBIC ITOAXOIbI K OPTaHU3AIUN CITYXK-
OBI IETCKUX XUPYPTOB, JOHECTH pelieHnss MUHHUCTepCTBa
3npaBooxpaHeHus] PD 1o HemocpencTBeHHBIX UCTIOMHU-
TeJIel, PeluTh C TJIABHBIMU CHEIUATMCTAMKU TTPUHIIN-
MMMaJIbHBIE BOIIPOCHI OPTaHU3AIMKM CIIy>KOBI Ha MecTax
1 OOCYIUTH BaXKHBIEC BOITPOCHI TT0 TTOBBIIIIEHUIO KayecTBa
OKa3aHUs METUITMHCKON ITOMOIIIM IETSIM.

3acmyXWBaeT BHUMAaHWS TIpaKTUKa IPOBEIACHUS
B paMKaX KOHTpecca CIelWaTu3upOBaHHBIX MEPOITPHSI-

TUII — BUICOOTIEPAIIAA — IT0 Pa3TMYHBIM acIleKTaM Iie-
IUATPUN ¥ AETCKOU XUPypruu. MITOTOM WX ITpOBEACHUS
SIBIISIETCST BHEIPEHWE HOBBIX TEXHOJOTUN ITMAarHOCTUKHU
u neyeHus 6onee yeM B 50 perronax P®D. OcobeHHO 3TO
KacaeTcsl BHeAIpEHUsI HOBBIX OITePaTUBHBIX 1 MTHUWHBA-
3UBHBIX TeXHOJOTMH. VIMEHHO Ha ITMPOKOe BHEAPCHUE
MWHUWHBa3UBHBIX TEXHOJIOTUH, pacIIMpeHNe TPaKTUKN
JTHEBHBIX CTAIlMOHAPOB W CHIDKCHUE IJTUTETLHOCTU TO-
CIATAIM3AIIUY eTel OBUTA HaIlpaBJieHbI OCHOBHBIC Me-
porpusATHsI KOHTpecca.

Poccuiickuii koHrpecc «MMTHHOBalIMOHHBIE TEXHOJIO-
MU B IIEMAATPUM W JETCKOM XUPYPTUM» TIPEAOCTABIISAET
BO3MOXHOCTb HEIOCPEICTBEHHOTO OOILIEHUST TTpaKTUye-
CKUX Bpavyeil ¢ BEOYIIMMU CIICIIMATUCTAMK, YICHBIMH,
OpraHM3aTopaMM 3ApPaBOOXPAHEHUS, MPeICTABUTEISIMU
MunucrepctBa 3mpaBooxpaHeHus: P®. HecoMmHeHHO
BIUSIHUE KOHTpecca He TOJbKO Ha IOBBIIICHUE KBa-
JUUKAIMK BpayeOHBIX W HAyYHBIX KaJpoB, KadyecTBa
HayJIHBIX MCCJICMOBaHW, HO W Ha IOBHIIIEHWE YPOBHS
TEXHUYECKOTO OCHAILIEHUSI TEeAMATPUUYECKON CIIYXOBbI.
Bo MHOTHX permoHax cTpaHBI BHEAPEHBI HOBbIE MUHU-
W MAJIOMHBA3UBHBIC TEXHOJOTMH II0 JICUCHUIO XUPYPTHU-
YECKUX, YPOJOTMYECKUX W TpaBMaTHUYEeCKMX 3a0osieBa-
HMI, B TOM YHMcCTIe Y JeTeil paHHero Bo3pacTta. BHenpenue
HOBBIX TEXHOJIOTU MWHWUMAJIBHO WHBAa3WBHOTO OCTEO-
CUHTE3a Yy IETeil C MOBPEXIEHUSIMU OMOPHO-JBUTATEb-
HOTO anmnapara Mmo3BOJIWJIO B 2,5 pa3a COKPaTUTb CPOKU
CTallMOHAPHOTO W BOCCTAHOBUTEJIbHOIO JIEUEHUsI, CHU-
3UTh YaCTOTY MHBATUAN3AIINH.

Bosbllloe BHMMaHKWE Ha KOHTIpecce ObLIO YAeJIeHO
SHIOCKOMMYECKUM MeTolaM JiedueHUus. BHenpeHue pas-
paboranHbix B MHUMU nenuatpuu u neTckoi Xxupypruu
Mun3snpasa Poccuy HOBBIX METOZIOB B IETCKOM YPOJIOTUH
TTO3BOJIIIIO, He Mpuberast K OOIMUPHBIM XUPYPTUICCKIM
BMeIATeTbCTBaM, JOCTUTHYTH TOJIOXKUTEIBHBIX PE3YiThb-
TaToB B 85% ciydaeB. BHempeHWe <«HaBUTAIIMOHHBIX»
TEXHOJIOTHH JICYSHHS IETEH ¢ 09arOBBIMU MOPaKEHUSIMU
IMapeHXUMATO3HBIX OPTaHOB OPIOITHON TOJIOCTA 3HAYM-
TEJIbHO CHU3UJIO YaCTOTY OCJIOXHEHUI U CPOKHU TOCMU-
tanuzauuu. Tonbko B2005—2013 rr. 3ToOi TEXHOJOTUU
o0yueHo 6osee 40 Bpaueii, KOTOpbIE BIIEPBbIE O3HAKOMMU-
JIUCh C Hell Ha KoHTpecce « MTHHOBAIIMOHHBIE TEXHOJIOTUN
B TICIUATPUM U IETCKOUN XUPYPYTHI».

Bosbuioii MHTEpec MenuaTpoB BbI3bIBAIOT MPOOJEMBI
JIETCKOI ayljieprosiorui M UMMyHoJioruu. Ocoboe BHU-
MaHUe yIessieTcsi BOMpocaM BaKIWHALIMKM, JTUATHOCTUKU
W JICYEHUST aTONMUYECKOTO JepMaTWTa W OPOHXUATBHOMN
acTMbI. BHenmpeH1ne coBpeMeHHBIX METOIOB TUATHOCTUKH,
HOBBIX METOIIOB TEPAITUH 3TUX COCTOSTHUI B peTHOHAX, He-
COMHEHHO, TOBBIIIAeT 3DGEKTUBHOCTD JICUCHUS, TIPUBO-
JIUT K CHWKEHUIO TEMIIOB MPOrpeccMpoBaHusl 3aboseBa-
HWIA, a 3HAYUT, ¥ K CHIDKEHUIO MHBATUAN3AINHA ITETCKOTO
HaceneHusI. Ha KoHTpecce Bpaund 3HAKOMSTCS C HOBBIMHU
JMUATHOCTUYECKUMU ¥ TTPODUIAKTIYECKUMHU BO3MOXHO-
CTSIMU TIpY 9TUX 3a00JIeBAHUSIX, YTO MO3BOJISIET OoJiee
IUPOKO BHEAPSITh WX HE TOJILKO Ha MeCTax, HO M B KPYII-
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HBIX CHeMaIn3upPOBaHHBIX lIeHTpax. B KauecTBe omHOTO
U3 IPUMEPOB MOXKHO TIPUBECTH CJIEAYyIOIIee: Ha BLICTABKE
KOHTpecca ObLT NpeacTapieH npudbop MmMmMyHokar, Koto-
pbIii 1a€T BO3MOXKHOCTD TOBBICUTH BBISIBJISIEMOCTD JETEi
C aJIJIepru4ecKUM  3a00JIEBaHUSIMU, OTKPbIBACT HOBbBIC
MepCIeKTUBbI IS HAyYHbIX HcchaenoBaHuii. Crienuanu-
cTaMU OTHEJICHUS KJIMHUYECKON aJlIeprojoruu U MUMMY-
Hojorun MHUMU nenmarpum u geTckoii Xupyprum ObUIo
MPEICTaBIeHO OOOCHOBaHME HEOOXOAUMOCTU MCIOJb-
30BaHUS TAaHHOTO TPUMOOpa HE TOJLKO JJIsl OBBILLIEHUS
KayecTBa 00CIeNOBaHUS ETEN C alJIeprMuyecKuMu 3a60-
JIEBaHUSIMU, HO M IS TIPOBEICHUsI HAayYHBIX HCCJIeI0Ba-
HUIA, YTO M MOCTYXWIO OCHOBAaHUEM Il IPUOOPETEHUSI
HOBO#I TexHoyiorMu. B Hacrosiiiee BpeMsi Ha KOHTrpecce
OBLIU TIPECTaBICHBI BaXKHbIE HAYYHBIC TAHHBIE, ITOJTy4YeH-
HBbIE C TOMOIILIBIO 3TOTO HOBel1Iero odbopynosanusi. Ha aty
TEeMy 3allMIIEeHBI JBe HayYHbIe pa0doThl. TakKux mpuMepoB
MOXHO IMPUBECTU MHOXECTBO T10 pa3HbIM acreKTaM TeIu-
aTpUYECKOIi IeTeIbHOCTH.

B nmocinenHue rombl OTMEYAlOTCSI TIOJOXUTEIbHBIE
TEHICHUMHU B MOBBIIICHWM KayecTBa MEIUIIMHCKOMN I10-
MOILIM JIETSM, B CHUKEHUU JETCKOM, OCOOEHHO Iepu-
HaTaJIbHOM, CMEpPTHOCTU. MOXHO AyMaTbh, 4YTO Hapsy
¢ apexkTuBHOI padoroit MuUHMCTEpPCTBA 3ApaBOOXpa-

UHDOOPMALNS

HeHust P@O, opraHn3aTopoB 3ApaBOOXPAaHEHUST PETHOHOB
1 cyorekToB P 1 meTCKMX Bpaveil BasKHYIO pOJIb B 9TOM
urpaet u Poccuiickuii KoHrpecc, mocBseHHbIN BHEAPE-
HUI0O MHHOBALIMOHHBIX TEXHOJOTUI B MPAKTUKY Teaua-
Tpa U JeTCKoro xupypra. Bce ckazaHHOe 000CHOBBIBAET
HEOO0XOIMMOCTb €XeTonHoro nposenaeHus Poccuiickoro
KoHrpecca «MTHHOBalIMOHHbIE TEXHOJOTUMU B TIEIUATPUU
U IETCKON XUPYpruu» Kak OJHOTo U3 Haubosiee 3HAUYU-
MbIX NeauaTpuueckux Gopymos Poccuu, opraHuzoBaH-
HOTO MUHUCTEPCTBOM 31paBooxpaHeHusT PD.

Mbl  mpemaraem  B2014r  muMpe KMCHoJib30BaTh
Bo3MOXxHocTH Poccuiickoro KoHrpecca 10 goBefe-
HUWIO peleHWid MuHucTepcTBa 3mpaBooxpaHeHus PO
IO MeNaTpUueckoil 0011eCTBEHHOCTU CTpaHbl, BBECTU
MOCTOSIHHYIO TPAKTUKY pabO4YMX COBEIIAHWI TJIaBHBIX
cneuuanuctoB Munzapasa Poccru v poBeCTH B paMKax
KOHIpecca HayYHO-MpakTUiecKyo KoHdepeHuo «Op-
raHu3auus AeTCKOro 3ApaBOOXpaHEHUsT U MPOdUIaKTU-
yeckasli eMaTpus» € yyacTueM TpejacraButeneit MuH-
3npaBa Poccun.

Iupexmop PI'BY « Mockosckuit HUH neduampuu
u demckoil xupypeuuw» Munzdpaea Poccuu
npodh. A. Jl. Llapeeopodyes
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HNrorn XVII dopyma
«HanuonabHbie 1HU JabopaTopHoii Meaumuubsl Poccru-2013»

3agepiminchk meponpusitust XVII ¢popyma «Hatmo-
HaJIbHbIE THU JIabopaTopHOil MeauuHbl Poccrn-2013»,
opraHu3oBaHHoro Mun3znpaBoM Poccuu, Hayuno-mpa-
KTUYECKUM OOULIECTBOM CHEMATUCTOB JabopaTOPHON
MEIULIMHB 1 MeIUIMHCKIUM MapKEeTUHTOBBIM areHTCT-
BoM «MMA-DKCITO» (1—3 okta6ps 2013 ., Mockaa,
CK «OnuMnuiickuii»).

B pamkax ®opyma COCTOSUTHCH:

— HayJHO-TIpaKTH4yecKass KoHbepeHIusT «Dd-
(exTrBHaAs abopaTopHas MEOULIMHA: METOAbl U Cpel-
CTBa aHaiu3a, CHOCOObl OpraHu3aluud W CTaHAapThI
MMPaKTUKW» ¥ CKUMIIO3UYM TI0 aKTyaJIbHBIM BOITPOCAM JIa-
6opaTopHOI METUIIMHBI B ITEANATPHUH;

— COBEIl[aHWE WJIEHOB MPOMUILHON 3KCIEepT-
HOil komuccur MuH3npaBa Poccuu mno kiMHUYecKoi
J1abopaTOPHOU TUArHOCTUKE;

— V cwesn Poccuiickoli accouuaiiuy MeauIH-
CKOIi 1a00OpaTOPHOI AMAarHOCTUKM;

— crneuMaau3upoBaHHas BbictaBka « MHTEpa6-
nuarHocTuka-2013».

B wmeponpustusx ¢dopyMa TpUHSIIM  ydacThe
3336 cieunanucToB, padoTaronmx B chepe JadbopaTop-
HOI MeIMIIMHBL. B TOM 4ucie 3apernctpupoBaHbl 2546
YYaCTHUKOB KOH(epeHUU, BKItouas 2441 — u3 73 peru-
oHoB Poccuiickoit @enepanys (1382 — u3 Mockssl, 193
— 13 MocKoBcKoit obact, 866 — M3 APYrUX PETMOHOB
P®); 105 — u3 18 cTpaH OIMKHETO U AaJIbHETO 3apyOe-
Kbsl. YJaCTHUKAMU BbICTaBKU ObLIM 790 4esioBeK, Mmpe/-
crapsiBIIMX 119 mpodubHBIX MEAUIIMHCKUX KOMITAHU
— MPOU3BOAUTENIEN U TOCTABILIMKOB O00PYI0OBaHUSI, pea-
TeHTOB JIJI51 1abOPAaTOPHOTO aHAIM3a U KIMHUKO-1abopa-
TOPHBIX TEXHOJIOTHI.

IIporpamMma KoH(epeHIIMN cocTosia u3 36 3acenma-

HUIi, Ha KOTOPBIX OBLIO MpeacTaBiieHo 135 coobiieHui,
TTOATOTOBJICHHBIX COTPYTHUKaMU 111 HayIHBIX, 06pa3o-
BaTeJIbHBIX, JICUCOHBIX ¥ HE3aBUCUMBIX OpTaHU3AINN 13
18 peruonoB Poccuu u 11 crpan EBpornbl, A3uu u Ame-
puku. B MmaTepuamax OOKJIanoB OBLIM OTPaXeHbI BCE
HaIpaBJIeHUS TeMaTUKU KOH(MEPEHIINN: HOBBIC METOIBI
W CpeICTBa JJAOOPaTOPHOTO aHaM3a (OT pa3TUYHBIX Ba-
PUAHTOB CEKBEHHWPOBAHUS JO IMOJHOTEHOMHOTO aHaJIW-
3a), aBTOMaTUYECKUE CUCTEMBI IJIs1 OOJIBIIMHCTBA BUIOB
HCCIIeOBaHUH, HOBBIE BO3MOXHOCTH KIIMHUYECKOM J1a-
060paTOpHOI TUAarHOCTUKU B OHKOJIOTHU, KapAUOJIOTHH,
MeANaTPUH, PEBMATOJIOTUH, aJJIEPTOJIOTHH, MH(EKTOJI0-
My, reMocTaszuojioruv, nuaderonorun. OOCTOSITEbHO
00CYXIIEHBl BOTIPOCHI CTAaHAAPTU3AIUM JIAOOPATOPHBIX
MPOIIECCOB W Psia aHATUTHUYSCKUX TEXHOJOTHM, ICHT-
payi3aIy J1abopaTOPHBIX MCCICIOBaHUHN, BHYTPHIIa00-
pPaTOpPHOTO KOHTPOJIS M BHEITHEH OIEHKW KayecTBa Jia-
0GOPaTOPHBIX UCCIIENOBAHNI, SKOHOMUKY JTA00PaTOPHOIMA
CITY>XOBI, BelleHUsI TTPeaHATUTUIECKOTO 3Tarna, JOTUCTH-
KU1 B KIIMHUKO-TUAaTHOCTHYECKMX JJAO0OPaTOPUSIX.

C TEeKCTOM WTOTOBBIX TOKYMEHTOB, COCTABOM yJacT-
HUKOB, TIPE3CHTAIlMSIMH JOKJIAIOB, KaTaJOTOM YydacT-
HUKOB BBICTaBKM U oTooTyeToM 0 PopymMe MOXHO 03-
HakOMHThbcs Ha caiite «MMA-DKCITO» (http://www.
mma-expo.ru/lab/2013/about/) u caiite HITIO CJIM
(www.labmedicina.ru).

OpraHu3alMOHHBIM KOMUTETOM IIPUHATO pPeIlleHUe
o mposeneHun ouepeaHoro XVIII ®Popyma «Harmo-
HaJIbHbIE THU JIabopaTopHOil MeauHbl Poccun-2014»,
cre3na HaydHo-TipakTHUecKoro oOInecTBa CIeIan-
CTOB JJa0OPAaTOPHON MEIUITMHBI W CTICIIMATN3MPOBAHHOMN
BbicTaBkU «MHTepnadanarHoctuka-2014» 1—3 okts6ps
2014 r. B Mockse Ha 6a3e CK «OnuMnuiickuii».

Opeanu3zayuonnuiii komumem Popyma
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DOOEKT 3AMETEH NOCJIE NEPBOIO NPUMMEHEHUA!

OPUTMHANBHOE 3ANATEHTOBAHHOE CPEACTBO AJ1A KOMIMTEKCHOIO JIEYEHWA
1 MPOOUNAKTUKN MHOEKLIMOHHO-BOCMANIUTESIbHbIX COCTOAHUI

I MUKPOTPABM CJIN3UCTOM OBONTOYKIM MONOCTU PTA, KPACHOW KAVIMb
I'YB N KOXKW BOKPYT HUX (CTOMATUT, TMHTVBUT, NMAPOLOHTUAT,
TMHIIBOCTOMATUT, KAHOWO03, AGTO3, XEUNT, «NPOCTYA HA IT'YBAX»
1 Ap.), B TOM YNCIE BbI3BAHHbBIX BUPYCOM IEPMECA




CKOPAA NMOMOLDb
NP TPUNNE N OPBU!

LLSTRELTIATN S5 R Y

® Cameolilt 6biIcmpbiti UHOYKMOp uHmMepgpepoHa*
® O6s1adaem npaMbIM NPOMUEBOBUPYCHbIM Oelicmauem
® PaspeuweH 0emsam ¢ 4-x Jiem u 83poC/ibIM

® CoxpaHaem 8bICOKYI0 3¢hcheKmu8HOCMb
oaxke npu 4acmMom npumMeHeHuu

® CHu)xaem pucK paszeumus 0C/1I0XKHeHUU
npu epunne u OPBU 8 9 pa3++

O Bo3spacTHble f03bl Ha NpuemMm:
« et 4-6 net: 1 TabneTka Ha NpUeM.

O lMpo¢unakTuka (3KCTpeHHasa 1 Ce30HHasA): « Netn 7-11 net: 2 TabneTkn Ha Npuem.
lNpuem 1 pas B CyTKU, B BO3PACTHON f03€, « [letn oT 12 neT n B3pocsble: 4 TabNETKN Ha
3a 30 MUHYT 8O efbl, He pa3keBblBas. npuem.

DS LYPE— O S 10 GIRNEN R [Npwn TAXenom TeyeHn rpunmna B NepBbIn

[OHun npuema:
A OONOOOL 1 14 17 20 3 [€Hb MPVHMMALOT 6 TabneTokK.

Cxema npumeHeHua npu rpunne/OPBU:

O JleueHme: [lpviem 1 pa3 B CyTKW, B BO3pacTHON A03e, 3a 30
MUWHYT [0 efibl, He pa3eBblBas.

Aun npnema: @O9O9OOC

* Epwos @.U., Kucenes O.U. MimepgepoHsi u ux uHOykmopsl (om mosekysbl 0o ux iekapcms). - M.: FSOTAP-Medua, 2005.
** [lokazaHo KnuHuyecku (Mcakos B.A., PomaHuyos M.I. u coasm. IgppekmusHocmes LjuknoghepoHa 8 mepanuu
u npogpunakmuke epunna u OP3. PMX 11, 2011).

TABJIETKWU, MOKPbITbIE KULLEYHOPACTBOPMMOIM OBOJIOYKOM, MO 150 MI' N 10, 20, 50 P N001049/020m 12.12.2007 Peknama




YBaxkaemble KoJLieru!

He 3a0yabTe nognucatbCs Ha HaLL XypHan
«POCCUNCKNI BECTHUK NepuHaToJiIormm u neguatTpmmn»

MoanuncaTbcs Ha XXypHaJi MOXXHO No KaTtasioram «Pocneyarb»
n «Mpecca Poccuu» B Nio60mM otaesieHuun ceasuv PO.
MoanucHas KamMmnaHUsa Ha NepBoe NoJlyrogue Ha4MHaeTcs
1ceHTA0pa NnpeabiayLiero roga.
Ha BTOpoe nonyrogue — 1 anpens TekyLwero roga,
a 3aKaH4YMBaEeTCH B CPOKU, onpeaenisemMbie pacrnpoCTpaHUTEeNIeM CaMOCTOSATENIbHO.

Moanucka no 6e3HanUYHOMY pacueTy (AN opraHM3aumii) NPUHUMaETCS B COOTBETCTBUM
C npouenypom, yreepxaneHHon @enepanbHoit cnyx00i nouToBoi cea3n PO.
Nupekc nognucku — 73066 (Pocnevatb); 43519 (Mpecca Poccun).

Moanucka gng 4YacTHbIX UL, NpuHMMaeTcs no ¢opme O.CM-11
B NloO6om otaeneHun ceasu PO.

NHpekc — 73065(PocneyaTtsb); 43516 — (Mpecca Poccum).
dopma D.CIM - 1 npuBeaeHa HUXxe. Ee MOXXHO 3anoNHUTbL U Bbipe3aThb.

Hawe n3ganue npepacraesneHo B Poccuiickom uHpekce Hay4Horo uutuposanus (PUHL).
Ha nnarpopme eLIBRARY.ru B nnartHom pocryne pasmelyeHbl NOJIHbIE 3JIeKTPOHHbIE BePCun
)XXYPHOJIOB 30 TEKYLLUA FOf], O TAK)KE APXUBHbIE HOMEPA € Pasnu4yHbiMu Gopmamm NOANMUCKMU.
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