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IOBUJIEUN

E. C. Kenmsu

24 mong 2016 T. — 100UIe Y pyKOBOIMTENST OTIea
HEOHATOJIOTUM W TAaTOJIOTUU JeTell paHHeTo Bo3pacTa
HWUKW neauarpum um. akaza. FO.E. Benbruiiena, nox-
Topa MeIMLIMHCKKUX HayK, npodeccopa Enensr Conomo-
HOBHBI KeluIIsTH, XoTs, TSI Ha 9Ty 3JIETaHTHYIO, W3-
SIITHYIO, TIOJTHYIO XKU3HEHHOMN SHEPTMU XKEHIIMHY, TTOYTH
HEBO3MOXHO MPEACTaBUTh, UTO €10 MPOIIEeH JOCTATOYHO
TTOJITUH TTYTh.

E.C. KemmuiusiH 3akoHUMJIa meauaTpuveckuii ¢a-
KynbTeT 1T MOCKOBCKOTO TOCYIapCTBEHHOTO MEIUIIMH-
ckoro nHctutyta um. H. M. Tluporosa B 1979 roay u cpa-
3y ObliIa 3a9MciieHa B MHTEpHATYpy 10 MeIuaTpuu, ocie
Yyero paboTajia HEOHATOJOTOM B POIMJIBLHOM JIOME U OT-
JIeJIeHUH BBIXaKMBaHUS HOBOPOXKIEHHBIX MOCKOBCKOI
TOPOACKOM KIMHUYECKOW 00JIbHULIBI No 7.

B 1987 1. E.C. KemunisiH Obuta MpUHATA 1O KOHKYPCY
Ha JOJDKHOCTh MIJIAAIIET0 HAyYHOTO COTPYIHMKA OTIesa
(u3MoIOTMM M TAaTOJIOTUM HOBOPOXIEHHBIX MOCKOB-
ckoro HU W neauatpuu u neTckoit xupypruu MuH3npaba
P®; ¢ 1990 o 1998 1. paGoTana B JOJKHOCTH CTApIIETO
Hay4yHOTO COTpYAHUKA oTaesia, a ¢ 1998 1. saBusuach py-
KOBOJUTENIEM OTAEJICHUS KOPPEKIUU Pa3BUTHUS HEIO-
HOIIEHHBIX neTeil. Co3maHHbBIN MO0 MHULIMATHBE EjeHbI
Co1oMOHOBHBI KeIMIIsH U TIpU €€ HeImoCpeaCTBEHHOM
yyacTuu LIeHTp KOppeKUMW pas3BUTHUS AeTell paHHETO
BO3pacTa SIBJISUICSl YHUKAJIbHOM, a ¢ 1998 1. — npakTuye-
CKU €MWHCTBEHHOI B Poccuu MeIUIIMHCKOM CTPYKTYPOI,
OKasbIBaloNIeil Kak aMOyJIaTOPHYIO TaK M CTAallMOHAPHYIO
ITOMOIIIb ITYOOKO HEJOHOIIEHHBIM JAETSIM U BEAYIEi MO-
HUTOPUHT 3I0POBbsI HETOHOIIEHHBIX AeTeil. Co3maHue
IleHTpa MO3BOJMIO MHOTOUMCICHHBIM CEMbSIM, MUMEIO-
UM JIeTel, POKIEHHBIX paHbllle CpoKa, 00pecTH KBaIu-
(GULIMPOBAaHHYI0 MEIULMHCKYIO TTOMOIb, 0a3UpyOIILy-
f0Cs Ha pe3ysabTaTax MHOTOYMCIEHHBIX MEXIYHAPOTHBIX
KIMHUYECKUX WCCIIEOBAaHWI, a TakKKe C YU4EeTOM BCeX
WHHOBALWIT B 00JaCTH BBIXaKMBAHUST HEIOHOIIEHHBIX
JICTEN.

Co crynenueckoii ckampn E.C. KemmuissH akKTMBHO
3aHUMAeTCs HayuyHbIMU uccienoBaHusiMu. B 1990 1. ona
3alIUTUIA KaHAMJATCKYIO TUCCEPTAlMi0 Ha TeMy «3Ha-
YeHUEe BHYTPUYTPOOHOTO WH(UIIMPOBAHUS XITaAMUIUSIMU
B (opmMupoBaHNM HMHGMEKIMOHHO-BOCTIAIUTEIBHBIX 3a-
OoJieBaHUI y HETOHOIIEHHBIX AeTel», B 1996 . — moOK-
TOPCKYIO auccepTanmio Ha Temy «KimHuka, edeHue
Y TMPOTHO3MPOBAHUE OCIOXHEHMI TIPU TIPOAJIEHHON WUC-
KYCCTBEHHOI BEHTWJISILIMM JierKux y aeteii». B 2005 . Ene-
He CoJIOMOHOBHE OBIJIO TPUCBOEHO 3BaHMeE Mpodeccopa.

E.C. KemumstH — aBtop 6ojtee 300 megaTHBIX padoT,
B TOM uucje 3 mMoHorpaduit, uMeeT 2 MmaTeHTa Ha M30-
operenue. Enena CoJOMOHOBHa aKTUBHO Y4YacCTBYET
B paboTe POCCUMCKUX M 3apyOeKHBIX MEeIUAaTPUIECKUX
KOHTPECCOB M ChE3I0B, MPOBOIUT IMPOCBETUTEIHCKYIO
paboty u oOyuenme pommteneit. Kpome toro, Enena

CoJIOMOHOBHa SIBJISIETCS pyKOBOAUTEIEM ceMruHapa «Pe-
OGEHOK TIEpPBOTO TOMA XKU3HU — (DU3UOJIOTHUST M TTaTOJIO-
TUsl», TPOBOAMMOTO JJIsi Bpauyell AETCKUX MOJUKIMHUK
Mocxksbsl 1 MockoBckoit oonactu. C 1998 . E.C. Ke-
IIWIISIH — WIeH AMEPUKAHCKOW acColMallud Bpadei,
3aHUMAIIMXCSl TpobjeMamMu pa3BuTus nereit. Enena
CoJIOMOHOBHA aKTMBHO y4acTByeT B mporpamme BO3
MO0 BHEIPEHUI0O WHTETPUPOBAHHOTO TIOAXONA BEJACHUS
JeTell paHHEro Bo3pacTa B MEPBUYHOM 3BEHE 3paBOOX-
panenus. [Ipodeccop E.C. Kemmnmisga MHOTO JI€T BXOTUT
B COCTaB peAKOJIJIernu XypHaya «Poccuiickuit BeCTHUK
MEepUHATOJIOTUN U TIeAUATPUN», TIPU 3TOM SIBIISISICH OJI-
HUM U3 CaMBIX HEYTOMUMBIX, aKTUBHBIX, CKPYITYJIE3HBIX
¥ aBTOPUTETHBIX 9KCIIEPTOB B CBOEH 00J1aCTH.

Bpau Boiciieit kateropuu, E.C. KemuiissH moctosiH-
HO COBMeEIIAeT MPaKTUUECKYIO AESITeIbHOCTh C TPOBE-
NeHWeM KJIMHUYECKUX uccienoBaHuii. [loa ee pykoBo-
CTBOM BBITIOJTHEHO 8 KaHAUIATCKUX IUCCEPTAIIUIA.

TanaHTIWBBIN YUeHBIH, TPEKPACHBIN MPAKTUKYIOIINIA
Bpau, Enena ConomonoBHa KetunisH siBisiercst 100po-
COBECTHBIM, YYTKUM, BHUMATEJIbHBIM PYKOBOAUTEJEM,
HACTOSIIIUM YYUTEIEM W TIPUMEPOM JIsT TIOApakaHusI,
BCerla TOTOBBIM TIPUATH Ha MOMOIIb B CIOXHBIX pabo-
YUX W KU3HEHHBIX cuTyanusx. OHa Bceraa KOppeKTHa,
JJackoBa M HEOOBIKHOBEHHO TaKTHYHA IO OTHOIICHUIO
K CBOMM MaJIeHbKUM TallieHTaM U UX pOAMTENsIM. Bme-
CTe C TeM, OHa BBICOKOTPO(MECCHOHANBHBI W Bceraa
TIpeneTbHO COOpaHHBIN Bpad.

B a1y 1o0uieitHy0 1aty OT BCeil AyIiu Mo3apaBiisieM
Eneny ConoMoOHOBHY, XkeJlaeM et 310pOBbs, TI0OBU, cua-
CThsI, KPACOTHI ¥ TBOPYECKUX YCITEXOB!

CompydHuku omoena HeoHamoA02UU U NAMON0UU
demeli panneeo eospacma, koanrekmue OCII HUKH
neduampuu um. akademura 0. E. Beavmuujesa,
pedkonneeus ycypHara «Poccuiickuii gecmnuk
nepuHamono2uy u neduampuu»
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NEPELJOBAS

JIoCTHIKEHHS ¥ IePCIEKTHBBI B 001aCTH NPO(QUIAKTHKH, JUATHOCTHKH 1 JIeYeHHUS
TyO€epKy/e3a y aerei

B.A. Axcenosa

HUW dT1unanonynsmoHonorumn FBOY BMO «[epBbiii MOCKOBCKMIA rOCYAAPCTBEHHbIN MEANLMHCKUA YHUBEPCUTET
um. N.M. CeueHoBa» Munaapasa PP, Mocksa, Poccus

Advances and Prospects in the Prevention, Diagnosis, and Treatment of Tuberculosis
in Children

V.A. Aksenova

Research Institute of Phthisiopulmonology, I.M. Sechenov First Moscow State Medical University, Ministry of Health
of the Russian Federation, Moscow, Russia

W3y4eHbl OCHOBHbIE 3MHIEMUOIOTMYECKHE NIOKA3ATeNH 10 TYOepKye3y y Jereii M noapocTKoB B Poccuu 3a mociieaHee aBaanaTu-
Jetne. JlaHa XapakTepucTHKA padoThl B IPYNNAX PUCKa U MpoaHaim3nposana ee 3¢ dexkruBHocTb. [loaBenen uror BHeApeHus Me-
TOJAUKH BbISIBJICHUA Tyﬁepl(yne3a Yy ,IlETeﬁ C HUCIMOJIb30BAHUEM MHHOBALIMOHHBIX TEXHOJIOTHIA B TOM YHCJIE B YcCia0BUAX CKPUHUHIOBOI'O
00cJIe/I0BaHNUS IETCKOTO HaceJIeHHsl HAUMHasi ¢ 8-JIeTHero Bo3pacra.

OnpejesieHbl HOBble MPOOJIeMbl BO (DTU3MONIEUATPHH, CBS3aHHbIE C MOSIBJEHHEM MHOXKECTBEHHOI JIEKAPCTBEHHO# YCTOWYMBOCTH
MHKOOaKTepuii Ty0epKy;ie3a, ¢ pusutueM BIY-undekuuu y 00abHbIX TyOEpKyae30M M HEOOXOIUMOCTBIO EPECMOTPA MOAX0/I0B
K NPO(WIAKTHKE B IPYyNNaxX PUCKA U JieYeHHI0 00JIbHBIX TyOepKyae3om nereii. [IokazaHa BaKHOCTh MPOOJIeMbI TYOEpKYyJie3a y jeTeit
M HeO0XO0JMMOCTH MPOI0JKEHHUS HCCIIETOBAHUIA.

Karoueeovte caoea: demu, mybepkyne3, MHONCECMBEHHAs NeKAPCMEEHHAs YCMOUMUBOCMb Mukobakmepuu mybepkyse3a, BUY-
ungpekyus, ckpunune, npoba Manmy, npoba c arrepeeHom mybepKyne3HbIM PeKOMOUHAHMHBIM, 2PYNNbL DUCKA.

Aﬂﬂ untupoBaHuvs: AkceHoBa B.A. ,ﬂOCTM)KeHMﬂ nrnepcrnekTBbl B obnactu I'IpO(DMﬂaKTMKM, ANarHOCTUKN N JieHeHus Ty6epl<yneaa yaereﬁ. Poc BecTH
nepuHaton v negmarp 2016; 61: 5: 6-13. DOI: 10.21508/1027-4065-2016-61-5-6-13

The main epidemiological indicators of tuberculosis were studied in children and adolescents in Russia over the past two decades,
the work done in groups at risk for the disease was characterized, and its efficiency was analyzed. The results of introducing a proce-
dure to detect tuberculosis in children were summarized using innovative technologies both in the antituberculosis service and during
screening of the pediatric population older than 8 years of age.

The author defined new problems in phthisiopediatrics with the advent of multidrug resistance of Mycobacterium tuberculosis, HIV
infection in patients with tuberculosis and with the necessity of revising the approaches to preventing it in the risk groups and to treat-
ing children with this disease. She showed the importance of the tuberculosis problem and the need for continuing researches of these
issues.

Keywords: children, tuberculosis, multiple drug resistance in Mycobacterium tuberculosis, HIV infection, screening, Mantoux test,
recombinant tuberculosis allergen test, risk groups.
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Ty6ep1<yn63 — IIUPOKO PACIpOCTPaHEHHOE B MUpPE
nHdekmoHHoe 3aboneBaHue. [lo manHeiM BO3,
okosio 1/3 HacejieHUsI 3eMHOTO IlIapa WHOUIMPOBAHbI
MuKobOaKTepueit Tyoepkynesa. bobiiiast yactb MHGUIIN-
POBaHHBIX JIIOJEH MEPEHOCHUT JIATEHTHBIE (POPMBI TYOep-
Kyne3a. AKTUBALUST JJATEHTHOM MHMEKIIUU MPOUCXOANT
B YCJIOBUSIX MUMMYHOIE(MUILIMTHOTO COCTOSTHUSI (CTpecc,
rojiofaHue, JUTUTeNIbHAs TJIOKOKOPTUKOWIHAS Teparus,
BUY-undexuus u ap.). B cBoto ouepenb, BO30OyauTes b
WHGpEKIMU — MUKOOaKTepus TyOepKyJiesa — CIoco0-
CTBYET JalibHeWIIeMy yIIyOlIeH!ul0o WMMYyHOIe@UIInTa
[1]. Bce aTo mpuMBOAMT K COXpaHEHUIO aKTyaJbHOCTH
poOsieMbl TyOepKyJjie3a, HeCMOTPsI Ha BCe TIPOBOAMMBbIC
MeporpusiTUs B 6oprde ¢ gaHHON MHdekuueit. Okoyo

© AkceHoBa B.A., 2016

Anpec 11 KoppecnonaeHuuu: AKceHoBa BajeHTHMHa AjieKcaHApOBHA — JI.M.H.,
npod., pyK. nercko-noapoctkosoro otaena HUW drusnonynsmononoruu [ep-
Boro MI'MY um. U.M. CeuenoBa

103030 Mockaa, yi. [locroesckoro, 1. 4. E-mail: v.a.aksenova@mail.ru

MWUIMOHA 3a00JIeBIIMX — JETHW B Bo3pacTe no 15 Jer,
unn 11% Bcex HOBBIX cliydyaeB 3aboyieBaHUs. B pasHBIX
cTpaHax Ha JOJII0 AeTel MPUXOaUTCs OT 3 10 25% oble-
TO YrcJia 3a00JIeBIIUX TYOepKyie30M [2].
3aboysieBaeMOCTh JeTeil TYOEpKy/JIe30M CUMUTaeTCs
BaXHBIM TTPOTHOCTUYECKUM STUAEMUOJIOTMUECKUM TT0-
KazareJeM, OTPaXalollWM OOIIyI0 3IUAEMHUOJIOTHYE-
CKYIO CUTYAIIHIO TT0 TYOepKyJe3y B peTHoHe. DTO CBSI3aHO
C TeM, UTO TyOepKyJsie3 y JeTeil BO3HMKAET Yallle Hero-
CPENCTBEHHO ITOCIe KOHTAKTa ¢ UICTOUHUKOM MH(MEKIINMN.
K coxanenuto, B Poccun cMeHa oOI111eCTBEHHO-TTOMM-
TUYECKOTO CTPOSI KOPEHHBIM 00pa3oM MOBIMsIA Ha CO-
LIMATbHO-9KOHOMWYECKYIO cHUTyanuio. [lpousoinenime
rmepeMeHbl He MOTJIM He CKa3aThCsl HeraTMBHBIM 00Opa-
30M Ha 3a00JieBaeMOCTH TyoepKyne3oM. [1pu atom netu,
Kak HauboJlee ysg3BUMasl TPYIMIa HaceJeHUs, OTBETHIIN
YBEJIMUEHWEM YHCcia OOJBHBIX TYOEepKyJIe30M HayrHast
¢ 1990 . Ha nepBbIx aTanax HaOgromancs pocT 3abose-
BaeMOCTH TyOepKyJie30M BO BCEX Tpymmax HaceJeHUsI,
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Axcenosa B.A. JJoCTVXEeHUS 1 TIEPCTIEKTUBDI B 001aCTH MPOGUIAKTUKY, TMaTHOCTUKY 1 JIeUeHUsI TyOepKyJiesa y neteit

He3aBHCUMO OT BO3pacTa M COIMAIbHOTO CTaTyca — 3TO
MOXHO OBLTO OOBSICHUTH TSIKEIBIMU 3KOHOMUYECKUMU
ycaoBUSIMU. B TTocieayionieM yiydieHue ypoBHS XXKU3HU
HaceJieHWs1 1 BHUMaHKE CO CTOPOHBI TOCYIapCcTBa K JTaH-
HOIM TIpoOJieMe MPUWBENN K CTaOMIM3aluy TToKa3aTesei
3a00JIeBaEMOCT M CMEPTHOCTH OT TyOepKysesa. Jlanee
MOSIBUJTUCH HOBBIE TIPOOJIEMBI, B TOM YHCJIE KaK CIe/-
CTBHE TTPOUCXOIUBIIIMX MIEPEMEH — TIOSIBJICHUE TYOepKY-
JIe3a C MHOXECTBEHHOM JIEKAPCTBEHHOM yCTONYMBOCTBIO
U yBeJIMYEHUE YUCiIa UL ¢ XPOHUYECKUM TeUEHUEM 3a-
GoJieBaHUSsI, U3JIeYeHNE KOTOPBIX COMPSIKEHO ¢ OOJbIIM-
MM TPYIHOCTSIMMU.

OOmen3BecTHO, 4YTO OOphOa C 3a00JIeBaEMOCTBHIO
TyOEpKYJe30M OCHOBBIBAETCS Ha TpexX MpUHINTMAX:
BO-TIEPBBIX, OBICTPOM M PaHHEM YCTaHOBJIEHUW TUArHO-
3a; BO-BTOPBIX, He3aMeIJIUTSIIbHOM Hauaje 3(h(MeKThB-
HOTO JIeYeHUsI, KOTOpPOE JOJDKHO MOHUTOPHUPOBATHCS
Ha TIPOTSKEHWUM KWU3HU, W, B-TPETBUX, MpeKpalleHUu!
nepenayu nHeku. bes pereHust aTux mpoodaemM ocTa-
HOBUTH pacrpoCcTpaHeHe NHMEKIIMU HeBO3MOXHO. Ka-
KOBO Xe€ TMOJIOXKEHUE C 3a00JIeBAaEMOCThIO TYOEpKYJIe30M
B Hacrosiee BpeMsa B Poccun? KakoBa anmuaeMHuoIor-
yeckast cutyanus? M 94To HOBOro MosIBUIIOCH B HAyYHBIX
HCCIIeIOBAHUAX BO (PTU3MONEAUATPUN? DTUM BOTIPOCAM
TTOCBSIIIEHO HACTOsIIIIee NCCIeTOBaHNE.

Llens — ompenennTb 0COOEHHOCTH TYOepKyJie3a y Jie-
Teli B Poccuu B HacTosiiiee BpeMsi, HAMETUTh HOBBIE TTOJI-
XOIBI K MPOMUIAKTHKE U paHHEMY BBISIBICHUIO TYOEpKY-
Jiesa.

B coBpeMeHHOI (GTU3MATPUU aKTUBHO WCIIOJb-
3YIOTCSI HOBBIE HAyYHO-TEXHUYECKHE JOCTVKECHUS
IIJIST paHHEW AMArHOCTUKM 3a00JIeBaHUST: KOMITbIOTepHAst
ToMoOTpadusi, MArHUTHO-pE30HaHCHAsI TOMOTpadusi, M-
MYHOJIOTUYECKME TECTHI in Vivo U in Vitro, yCKOpeHHbIe
METOIbI OaKTEPUOJOTMYECKOTO TTOATBEPXKACHUS TyOep-
Kyse3a. DTO CIOCOOCTBYET YIyUIIEHUIO PabOThI IO paH-
HeMy BbIsSIBJIeHUIO 3abosieBaHus. OJHAKO HEOOXOIUMO
MpeoIoIeHue OOBEKTUBHBIX TPYIHOCTEN, CBSI3aHHBIX
C MPaBWIBHOW WHTEpIpeTalueil MoJyJaeMblX TaHHbBIX,
YTO HATIPSIMYIO BJIMSIET Ha TIoKa3aTesu 3a00J1eBacMOCTH

TYOEPKYJIC30M JIETCH.
OnvH 13 Hambosiee CIIOXHBIX BOIPOCOB, KOTOpbIE
HaM HEOOXOAMMO OBUIO PEIINTh, — BBISCHUTH MCTUH-

HYIO 3TUIEMUOJIOTMYECKYI0 CUTYAILIUIO TIO TyOepKyJie3y
B CTpaHe W OMpPENe/TUTh (PAaKTOPBI, HA Hee BIUSIIOININE.
JI71s1 3TOTO MpOBEAeH aHAIU3 MUIEMHOJOTUIECKUX TTI0-
Kazarejeil 1o Tyoepkyne3y (McTouHUKU: popmbl Dene-
paIbHOTO cTaTUcTUYeckoro HaoOmomeHuss Ne8 m No 33,
dopmbr Ne 1 1 Ne4) B mepuon ¢ 1990 o 2015 . B iesiom
no Poccuiickoit @epepanun.

PeructpupyeMast 3a60/1eBaeMOCTb TYOEPKYJIE30M Jie-
Teit 0—14 yieT 3a maHHbBIN TIEpUOJ MMeJla 3HAUYUTEIbHbIE
KoJilebaHUs: Ha TIEPBOM dTalle OTMEUEH POCT e¢ TToKa3aTe-
sieit 6onee yeM B 2 paza k 2002 1. (¢ 9,4 no 19,1 na 100000
JleTCKOoro HacejeHus1). B mocienyromiue 5 et mokasa-
Tedb 3a00JIeBaeMOCTH TIPAKTUYECKU HE MEHSICS, OT-
MeuaJliCh JIMIbL HeOObIINe Koebanus ot 16,2 no 16,4

Ha 100000 B mpenenax 95% moBepUTEBHOIO MHTEpPBA-
na (JAW). K 2008 . 3aboneBaeMoCcTh CHU3MWIACH 10 15,3
Ha 100000 nerckoro HaceneHus. [Tocnenyroine aBa roga
BHOBb OTMEUYEHO CTaOWJIbHOE YBEIMYEHHE ToKa3aTelis
peTucTpupyeMoli 3a001eBaeMOCTH JeTell TyOepKyIe30M
¢ 14,6 ma 100000 mereii B 2009 . mo 16,6 Ha 100000 meteit
B 2012 . (3688 nmeteit 0—14 net ¢ BriepBbie BHISIBICHHBIM
TyOepKyne3oM). JIuis B mocienyolme roabl oTMedeHa
YyeTKas TeHACHIMSI K YMEHBIIEHWIO YKMCIIa BBISIBICHHBIX
JeTel ¢ JIOKaJTbHBIMU (DOpMaMU TyOEepKyJie3a.

W3yueHne BO3pacTHOI OWHAMUKK 3a00JIeBaeMOCTH
TYOEepKYJIe30M JIeTeil BBISBUJIO MpeobiafaHue Cpeau 3a-
GoJieBIINX JIeTeil 5—6 JjieT. DTO CBA3aHO, KakK IMPaBUIIO,
¢ Haubojiee KayeCTBEHHBIM IPOPUIAKTUIECKUM 00-
cJieOBaHWEM TIepesl TOCTYIUIEHMEM B IIIKOJIY U HeoO0-
XOIMMOCTBIO OTOOpa mereit mis peBakumHamuu BILI2K.
JlaHHBIN (PaKT ITOATBEPKIACTCS OCOOCHHOCTBIO TEUEHUS
TyOepKynesa y aeteil Ha (hoHe KaueCTBEHHOI BaKIIMHO-
MPOMUIAKTUKNA CO CKJIIOHHOCTBIO K «CaMOMW3JICYCHUIO»
W TIOCHEAYIOIUM (OPMUPOBAHUEM METKUX TeTPH-
¢GuKaToB B JUM@PATUYECKUX y3J1aX M JIETOYHON TKaHU
MPU HEJOCTATOUYHO KAuyeCTBEHHBIX MPO(MUIAKTUISCKUX
OCMOTpax NIETCKOro HacejeHus. JIeTM ¢ OCTaTOYHBIMU
MOCTTYOEPKYI€3HBIMU NU3MEHEHUSIMU BBISIBIISIIOTCST TOJTb-
KO B CBSI3M C TTOJIOKUTEIBHOM YyBCTBUTEIBHOCTBIO K TY-
6epkynuHy nipu nipooe ¢ 2 TE cranmapTHOTO TYOEpKYIU-
Ha W TIPU UCMOJb30BAHUU JIPYTUX UMMYHOJIOTHUYECKUX
METOIOB JWAarHOCTUKU. B 11eioM, 0 cTpaHe eXeromaHo
peructpupyercst okoso 1500 mereit 0—14 et ¢ ocraTou-
HBIMU TIOCTTYOEPKYJIE3HBIMU U3MeHeHUsMHU. OmgHaKo
B TToc/IeqHME 4 Toa OTMeUYeHa TEHIEHIINS K YBETNIEHUTO
YHclia TAKKX AeTel (4TO MOKHO OOBSICHUTD YIyJIIEeHUEM
paboThl (hTU3MATPOB IO BHISIBICHUIO TyOepKyJie3a C 1c-
MOJTb30BaHUEM WHHOBAIIMOHHBIX TEXHOJIOTHIA). TOJIbKO
B 2015 1. BeIsIBIIEHO 2776 neTeit ¢ TyOepKyae3oM B (hase
obparHoro pa3sutus (puc. 1).

4000
Konunuectso

Aeteit ¢ y nocob B 3,8 pasa
3500

3068 3052
3000 4 2776/
2500

2000

Yucno gereit

1500 4

1000 4

500 4

2008r. 2009r. 2010r. 2011r. 2012r. 2013r. 2014r. 2015r.
@ B3aTbl Ha yueT B IIIA B Bnepsble 3a6onenu
®epnepanbHbIi LLEHTP MOHUTOPUHIa TyGepkynesa. ®.Ne33. 2015.

Puc. 1. Innamuka BoisiBiaeHns aereii 0—14 et ¢ aKTHBHBIM TYy-
oepky.ie3oM u KasibiuHatamu B P®. (Cocmasneno asmopom).

Takum obOpa3om, usydeHue oULIMAIBHBIX TOCyIap-
CTBEHHBIX CTaTUCTUYECKUX ITOKa3aTesieil 1o 3aboseBa-
eMOCTH TyOepKyJIe30M JeTeli 3a TIOCIeTHIE Ba JECSTH-
JIETHSI TIOKA3aJI0, YTO €CJIM Ha TIEPBOM 3Tarle yBeTMUeHIe
yuciia GOJBHBIX AEeTeil MOXHO OBUIO OOBSICHUTH TOJb-
KO YXyIOIIeHHWeM SKOHOMMUYECKUX YCIIOBUII B CTpaHe,
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TO B TIOCNIEAyIoleM Ha (poHe CHWXKEHUs TToKasaTreseit
3a00/1eBA€MOCTA  B3POCJOTO0 HACEJNEHUSI TPOAO0IXKAIO-
IeecsT yBeJIMIeHWe Yncia BhISIBICHHBIX OOJBbHBIX JeTei
KaK C aKTUBHBIM TIPOIIECCOM, TaK M C TyOepKyJe30M
B (haze obpaTHOro pa3BuUTUS (C MOCTTYOEPKYJIE€3HBIMU
reTpuduKaTaMmn) He MOXET XapaKTepU30BaTh SIMUAEMU-
OJIOTMYECKYIO CUTYALIMIO B CTpaHe, a 00JIbIIe CBUAETEb-
CTBYET 0 ie(heKTax paboThI TPU CKPUHUHTOBBIX 00CIIE10-
BaHUSIX JIETCKOTO HAaceJIeHUS Ha TyOepKyJIe3.

B Poccum mocnennue 60 eT cyliecTByeT emuHast
cxeMa BBIBJIIEHUST TyOepKyse3a y JeTeil MyTeM CKpU-
HUHTOBOTO OOCJIEIOBAaHUSI BCEro NETCKOTO HaCEeHUS
METOIOM TYOEepPKYJIMHOAMATHOCTUKN C TIOCIEAYIOIIAM
obcnenoBaHueM y (pTU3MAaTpa TOJBKO JIUI[ C TIOJIOXKU-
TeJbHBIMU pesysisTaTaMu Ha 2 TE cranmaptHoro tybep-
KyJIMHA KaK TPYMIBI prcKa Mo 3abosieBaHU0. JlaHHBIE
JIeTH HAOIoaaIoTCs y (hTU3MaTpa B TEUYEHME TOAa U TTONTy-
yaoT crneuuduueckyo xumuonpoduiaktuky. Ha asTa-
Tax BHEJAPEHMS 3TOM CXeMBI B COYETAHUU C MOSIBJICHUEM
MIPOTUBOTYOEPKYJIE3HBIX TIPENapaToB, IIUPOKO Pa3BUTOM
CHUCTEMOI W30JSIUUM W JUIMTETLHOTO JICUEHUST B3pPOC-
JIBIX OOJIBHBIX TYyOepKyJIe30M HaOJI0aIoCh €XeroaHoe
CHUXEHME ToKa3aresjiell 3a00JeBaeMOCTH TyOepKyJie-
30M B cTpaHe. B moceayromieM, mpu MOSIBIEHUN HOBBIX
(hakTOpOB pHCcKa, CITOCOOCTBYIOIIMX PACIIPOCTPAHEHUIO
TyOepkyne3a B cTpaHe (mosieneHne BWY, tybepkyne-
32 C MHOXECTBEHHOU JIEKAPCTBEHHON YCTOWYMBOCTHIO,
yBeJIMUEHKWE YUCIIa JIUIL C ayTOUMYHHBIMU U aJuIepruye-
CKUMM 3200JIeBAaHUSIMU U 1IP.), JaHHAsk cXeMa CKPUHWHTA
JIETCKOTO HaceJeHMs] Ha TyOepKyJie3 He TOo3BOoJIsiia CBO-
€BpEMEHHO U KauyeCTBEHHO TTPOBOIUTD MPOTUBOTYOEPKY-
JIE3HYI0 paboTy.

M3 Bcero BbIlIeCKa3aHHOTO CJIEIYET, YTO TyOepKyJie3
y JIeTeil U TTOAPOCTKOB B COBPEMEHHBIX YCJIOBUSX OCTa-
eTcsT cepbe3Hoi TpobseMoiir. CoxpaHSIOIIecss BBICO-
KUe ToKa3aTen 3a00IeBaeMOCTH, OCOOEHHO B TPYITITax
pucka 1o Tyoepkysesy, TpeOyloT Kak mepecMoTpa cylile-
CTBYIOIIMX TIPUHIIUIIOB (POPMUPOBAHUS TPYIT PUCKA,
TaK U Cepbe3HON KOPPEKIIUU BCEI CUCTEMBI TTIPOTUBOTY-
OepKyJIe3HOM ITOMOIIN IETIM U MOJPOCTKAM.

PasButre TeHHON WHXeHEpUUM, WMMYHOJOTUU, ajl-
JIEPTOJIOTUY, MOJIEKYJISIpPHOW OMOJIOTMM B KOHILIE MPO-
IIJTOTO BeKa TMO3BOJIMIIO paciiidpoBaTh MEXaHU3M TPO-
061 MaHTy. YcTaHOBJIEHO, UTO TYOEPKYJIMH TIpEACTaBIISIeT
co00l CyMMapHbIii 3KCTpaKT aHTUTeHOB M.tuberculosis,
9TO ONpelesieT HU3KUI YPOBEHb CEM(PUIHOCTH TTPO-
O6bl. OOHAPYXUTh AHTUTEHBI, MPUCYIINE TOJbKO M.fu-
berculosis, ynanochb mocje 3aBepllieHUs] UCCIAET0BAHUS
1Mo MepBUYHOU cTpyKType ee reHoma [3]. [locie Toro,
KaK psIIOM MCCIIEIOBaHUI B 00JaCTH MOJIEKYJISIPHOM
OUOJIOTMU Y MUKOOAKTEpUid ObLTM YCTAHOBJICHBI TEHBI,
JleJIeTUPOBAaHHbBIE Y MUKOOAKTepUii BAKIIMHHOTO IITaMMa
M.bovis (BCG), obnacte RD1 u crieniuduyuHbie B OTHO-
IIEHUX MUKOOaKTepuii TyOepKyie3a, OblIM KJIOHUPOBA-
HBI ¥ TIOJIyYeHBbI COOTBETCTBYIOIIME OEJIKM, B YACTHOCTHU
ESAT-6 u CFP-10. Tlpu wucnoib30BaHUM pPEKOMOU-
HaHTHBIX aHTUTeHOB ESAT-6 u CFP-10, cneuuduuHo

NEPELJOBAS

MPUCYTCTBYIOIIUX B M.tuberculosis, HO OTCYTCTBYIOLIUX
y M.bovis (BCG) n y GONBbIIMHCTBA HETIATOT€HHBIX MU-
KOOaKTepuit, ObLTM CO3MAaHBI TECTHI IJIST AUATHOCTUKHU
TyOepKyJe3Hoi nHGeKIMy. 3a ociaenHue 7 JeT B Ipak-
TUKY MPOTUBOTYOEPKYIEe3HOM CITYKOBI BHEIPEHBI T€CThI
QuantiFERON (QFT), T-SPOT.TB, «Tyoudepon», oc-
HOBaHHBIE Ha MPUMeHEeHMM T-KIETOK, WX TMPOAYKINU
untepdepona-y, (IGRA — Interferon-Gamma Release
Assays) [4—7].

B 2008 . 8 HUUN monekynsipHoit MeauuHel MMA
um. U.M. CeyeHoBa Obl1 pa3paboTaH HOBBIN Ipemna-
pat Uil aJuleproAMarHOCTUKU TyOepKyje3a — ajuiep-
reH TyOepKyJie3Hblil pekoMOUHaHTHbIH (ATP), Kox-
HBI muarHoctudyeckuii tect [8—11]. IlpomsBomurenb
3A0 «JIEKKO», Poccus. PerucrpanimoHHblii HOMEP:
JICP-006435/08. TIpencraBisieT coboii pPeKOMOWHAHT-
HBI O€JOK, TMPOMYLUPYEMBIA TeHETUYECKU MOAUDU-
upoBaHHOW Kynbrypoui Escherichia coli BL 21 (DE3)
/CFP-ESAT. ConepXuT aBa CBSI3aHHBIX MEXIYy CO-
6oit anturena — CFP-10 u ESAT-6, mpucyTcTByronmx
B BUPYJICHTHBIX IITaMMaX MUKOOaKTepuii TyOepKyJiesa,
B ToM umcie M.tuberculosis v M.bovis. DT aHTUTEHBI
OTCYTCTBYIOT B Tammax M.bovis (BCG), BkiItovast poc-
CHUICKUIT, N3 KOTOPOTO TOTOBSITCS BAaKIIMHBI TYOSPKYIIe3-
aele — BII2K 1 BII2K-M. Tect BHeapeH B paboTy mpo-
TUBOTYOEpKyJie3Hoit ciyk0bl ¢ 2009 1. [12, 13]. Ouenka
9 GEeKTUBHOCTU TMPUMEHEHMST ajuiepreHa TyOepKyJies-
HOTO PEKOMOWHAHTHOTO B Pa3HBIX KJIMHUYECKUX CUTY-
alusaxX TO3BOJIMJIAa O0OOCHOBATH BO3MOXKHOCTb 3aMEHBI
TPaIUIIMOHHOM TYOEepKYJIMHOAMATHOCTUKN Ha JUarHO-
CTUKY aJuIepreHOM TyOepKyJe3HbIM pPEeKOMOMHAHTHBIM
MpU MacCOBOM CKPWHUHTE AeTeil M TMOAPOCTKOB Ha Ty-
OepkynesHyto nHdekuuto [9, 11, 14—18].

Ilostomy B Poccum Hambosee TmepCcrneKTUBHBIM
IJIST TIPOBEIEHUST CKPWMHWHTOBBIX OOCJIeIOBaHWI Hace-
JIEHUST Ha TyOepKyJe3 SIBJISIeTCS JaHHBI WHHOBAIIMOH-
HBII METOJI AMAaTHOCTUKM, KOTOPBII TIPOCT B TTIOCTAHOBKE
U He TpeOyeT MOIMOJHUTENBHBIX 3aTpaT Ha JOPOTroCTO-
giree jabopaTtopHoe obopymoBaHue. Ilo mToram BHe-
IpeHus TpuKaza MwuH3mpaBcoupa3BuTusi  Poccuu
ot 29.10.2009 Ne 855 «O BHeceHMN U3MEHEHMUS B IIPUJIO-
xxeHrne Ned x mpukasdy MunznpaBa Poccun ot 21 map-
Ta 2003 . Ne 109» B 2010 . B 37 pernonax Pd, ac 2011 .
BO BCEX pPEerMOHaX CTpaHbl JAHHBI METOMA CTaJl UCIOJIb-
30BaThCcsl TIPU JMATHOCTUKE TyOepKyJsie3a B YCIOBUSIX
MPOTUBOTYOEPKYJIE3HOM CTyK0bI [8, 19].

C 1eblo M3YyYeHUs] Pe3yJbTaTOB BHEIPEHUS TPO-
Obl C aJJIepreHoM TyOepKyJIe3HbIM PEeKOMOMHAHTHBIM
Kak MeTona o0ciIeIoBaHUs Ha HaJlMdue TyOepKyJIe3HOTO
Mpoliecca B TPYINax pucka HaMHu MPOBEIEHO IIMPOKO-
MaciTabHOe PETPOCTIEKTUBHOE CIUIONIHOE HaOMI0IeHNE
Ha 65 Tepputopusix P® (n=2262 194) ¢ 2010 o 2012 .
Bospact manmenToB coctaBui ot 0 1o 17 net. BoabHBIX
aKTUBHBIM TyOepKyse3oM (I rpyrmna nucrnaHcepHOro yye-
ta, IJ1Y) 6b10 7631, MAalIMEHTOB C BIIEPBBIE BBISIBJICH-
HBIMUW OCTATOYHBIMM TIOCTTYOEPKYIE3HBIMA U3MEHEHUSI-
vu (ITT A TAY) — 2573, marmmenTos VI TAY — 595129.
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Axcenosa B.A. JJoCTVXEeHUS 1 TIEPCTIEKTUBDI B 001aCTH MPOGUIAKTUKY, TMaTHOCTUKY 1 JIeUeHUsI TyOepKyJiesa y neteit

[MaumeHTOB TPyINMbl pUCKa Ha ydacTKe Teauatpa 00-
caenoBaHo 154418 Ha 26 Tepputopusix P®. B sty rpymn-
My BOILIM €T C XPOHMYECKUMM HeCTIeHU(pUIECKUMU
3a0o0JieBaHUSIMU  (CaxapHbIii nuabeT, BOCTAIUTEIbHbIC
3a00JIeBaHUSI OPTAHOB JbIXaHUSI, MOYEBBIBOMASIIEH CH-
creMbl U 1p.). MI3ydeHsl pe3yabraTshl MpoObl C ajiepre-
HOM TyOepKyJie3HBIM PEeKOMOWHAHTHBIM M YacTOTa BbI-
SIBJIEHUST TYOepKyJie3a ¢ UCMOJIb30BAaHNEM 3TOTO METO/IA.
IMonoxurenbHbie peakiyu coctaBwim ot 10,8 o 14,1%.
3a 3TOT T1epuo/ BhISIBIIEHNE OOJBHBIX TYOEPKYJIe30M Jie-
Teil MPU MOMOIIM TIPOOBI C aJUIEPTEHOM TYOEepPKYJIe3HbIM
peKoMOMHaHTHBIM cocTaBuio 0,2%. YacTtoTa BBISIBICHUS
TyOepKyJe3a cpeau JIUIL C TMOJIOKUTETbHBIMU PeaKIIns-
MM Ha TIpoOBI ¢ aJlJIepreHOM TyOepKyJIe3HbIM pPeKOMOM-
HaHTHBIM coctaBwia B 2010 . 2,1%, B 2011 . — 1,3%,
B2012T. — 1,6% (Tabm. 1).

Takum oOpa3om, HaMu JI0Ka3aHO, YTO BHEApPEHUE
HOBOTO MHHOBAIMOHHOTO METO/a O0C/Ien0BaHUs IeTei
C 1eablo uaeHTUdUKauMu TyOepKyyne3HON WHMeKIuu
U BBISIBJICHMS JIOKAJbHBIX (DOpM TyOepKyJie3a JAaeT BO3-
MOXXHOCTh (POPMUPOBAHUS Ha ydacTKe (pTU3raTpa IpyIt
HauboJsiee BBICOKOIO pucKa 3a00JieBaHUsI TyOEpKYyJIe30M
u obecrieunBaeT TpoBeacHUEe 3(PGEKTUBHOTO MPOohU-
JIAKTUYECKOTO JIEYEHMST Cpelu JIMI, HaOMI0JaIoIINXCs
y dtuszuatpa B rpynnax pucka. [lTomyuyeHHbIe pesysbra-
THl JaJdu HAM OCHOBaHWE [JIsI MajibHEeHIero BHeIpeHUs
MpoObl C ajuIepreHoM TyOepKYJIe3HbBIM pPeKOMOMHAHT-
HBIM B Poccun Kkak CKpMHUWHIOBOTO MeToja o0cienoBa-
HUs Ha TyOepKyJe3 BCero JeTCKOro HaceJeHUs cTapiie
8 7eT B3aMeH OOILETIPUHSTON TYyOepKYJIMHOAUATHOCTH-
KW, YTO MOXET TO3BOJUTH COKPATUTh HEHYXXHbBIE pac-
XOJIbI Ha 00CJIeIOBaHKWE HaceJIeHUsI, 3HAYUTEbHO TTOBbI-
CUTb KauyeCTBO JIMArHOCTUKHU TYOEepKyJIe3HON MHGpEKIIMN
U yAYYIIUTh CUTYAIMIO MO 3a001eBaeMOCTU TyOepKyJie-
30M B LIEJIOM.

C oT10ii 1eapo Mbl U3ydwin 3(hGEeKTUBHOCTh TIPU-
MEHEHUsl JIJIT MacCOBOW JMArHOCTUKU TYyOepKyJe3HOM
WHGEKIUN y aeTell U TMOAPOCTKOB KOXHBIX TTpod MaH-
Ty U C aJUIepreHOM TYOEpKYJIe3HbIM PEeKOMOMHAHTHBIM
B YCJIOBUSIX OOI1Iei Ie4eOHOM CeTH OTHOTO U3 PErMOHOB
crpanbl (CTaBpONOILCKOTO Kpasi) M OLIEHWIN OTHaJleH-
HbIE pe3yJIbTaTs MPUMEHEHUSs ajulepreHa TyOepKyae3HO-
ro peKOMOWHAHTHOTO Jid CKPUHUHTA TyOepKyJe3HOM
nHpexkunu. [lepnon mpoBenenus ncciaegoBanus 2011—
2015 rr. Bce cragum wuccienoBaHUsS COOTBETCTBOBAIMU
3aKoHOoAaTeabCTBY P®, 0g06peHbl KOMUTETOM IO 3TH-
ke 'bOY BITO «Ilepsuiit MI'MY um. U.M. CeueHoBa»

MunsapaBa Poccun. Pabora sBasutack dparMeHTOM
BBITTOJTHAEMBIX B YKa3aHHOM YUPEXIECHUM WCCIeI0Ba-
Huit 1o TeMe: «CoBeplIeHCTBOBaHUE TMPOTUBOTYOEPKY-
Jie3HO# ToMomu B Poccum», HOMep TOCymapCTBEHHOI
peructpanuu 01.2.012.61655. O6BEKTOM HCCIETOBAHUS
OBUIM JIeTH B BO3pacTe OT 8§ mo 17 Jier, yJyaiamecsl ropo-
nma Crasporosist. 3a riepuon ¢ 2012 o 2015 . mpodamm
MaHTy ¥ ¢ aJulepreHOM TyOepKyJIe3HbIM PEKOMOWHAHT-
HBIM 00cenoBaHbl 97 634 yetoBeka. Hamu Takske peTpo-
CMEKTHUBHO, CITIOIIHBIM METOIOM OIIEHEHBI M3MEHEHUS
YUCJIEHHOCTH M CTPYKTYPhl KOHTWHTEHTOB, HabIomae-
MBIX Ha OTHOM (DTM3MATPUYECKOM y4acTKe B IMPOTUBO-
TYOEepKYJIe3HOM IHCTaHCcepe, NP MCIOIb30BaHUN pa3-
JIMYHBIX CXeM UMMYHOIMArHOCTUKY TyOepKyJie3a y neTeit
crapmie 8 neT. Bcero Ha mannom ydactke B 2011 1. 3ape-
ructpupoBaHbl 9334 pebenka B Bo3pacte ot O mo 17 Jer,
B20121. — 10352, 82013 . — 10337. Ha nucriancepHOM
yueTe y (hTU3MATpa B IpyMax pyucka 1mo 3a60JieBaHUIO Ty-
o6epkyne3om coctosiin 437, 315 u 310 yenoBek COOTBET-
crBeHHO B 2011-2013 rr. B 2011 1. netu obciienoBainuch
1O TpaAWIIMOHHOM MeToauKe. [1Ipu CKpUHUHTE ¢ ajutep-
TeHOM TYyOepKyJIe3HbIM peKOMOMHAHTHBIM B 2012 T. 00-
ciiegoBaHo 4745 mKoasHUKOB, B 2013 . — 4691.

JMUTeTbHOCTh TIPUMEHEeHUs] CKpUHUWHTA C alijiepre-
HOM TYyOepKyJIe3HBIM peKOMOMHAHTHBIM B YCIIOBUSIX 00-
meit egedHoit cetw B CTaBpoIiojie cocTasisuia 4 roja,
YTO TIO3BOJIMJIO B 3aKJIIOYEHWE HAIero MCCIeIOBaHUS
MPOBECTU OLIEHKY OTIAJIEHHBIX pEe3YyJbTaTOB TIpUMe-
HEeHUs ajiepreHa TyOepKyJe3HOro peKOMOWHAHTHOTO
JUTSE CKPUHUHTA TYOepKYJIe3HOUW MHMEKIUU 0 Caydassm
nporycKa JIoKaJdbHbIX (opMm TyOepkyaesa. [lo Hamum
JAHHBIM, TIPU TIEpeXoJe Ha HOBYIO CXeMy WMMYHOIM-
arHOCTMKM TyOepKyje3a y IIKOJIbHUKOB cTaplie 8 JieT
YMEHBIIAETCsT O0Iee KOJUYECTBO JETel, COCTOSIINX
Ha JOUCITaHCepHOM yueTe y ¢Tusmatpa, ¢ 4,6% Bcero
JETCKO-TIOAPOCTKOBOTO HaceneHus no 3%. Ilpaktu-
YecKr B 3 pa3a YMEHBIIMJIOCH YMCIIO JIeTeil B BO3pac-
Te oT 8 mo 17 7eT, B3ATHIX Iod HaOmoaeHue GTu3narpa
MO pe3yJibTaTaM MaccoBoro ocMotpa. Ecim mpu paboTte
MO TPAAUIMOHHOIN METOIMKE IlecTasl Tpymia COCTosia
B ocHOBHOM u3 VI A T'/1Y (BniepBbie MHGUIIMPOBAHHbBIE
MHUKOOaKTepueil TyOepKysesa), TO TpPU IUarHOCTHKE
C aJIJIepreHOM TyOepKYJIe3HBIM PEKOMOMHAHTHBIM B TTOJIE
3peHus ¢GTu3matpa nomnamalT B 94,2% ciaydyaeB IaBHO
WHOUIMPOBAHHBIE T€TU U MOAPOCTKU. DaKTUUECKU MBI
nMeeM JIeJIO ¢ HOBOW TpYIIOi pucka 3aboeBaHUs Ty-
OEepKYyJIe30M.

Tabauya 1. Pe3yabsraTsl 00C/1€10BaHUSA A€Tel 1 MOAPOCTKOB MPH MOMOIIH aJIIepreHa TyOepKyJIe3HOro peKOMOMHAHTHOrO Ha 65 Tep-

puropusix P® (2010—2012 rr.)

Ton
Bcero
Pesynsrar 2010t 2011t 2012w (1=2262194)
(n=449353) (n=868606) (n=950235)
[TonoxutenpHble peakKuu 48735 (10,8) 122758 (14,1) 129012 (13,6) 300505 (13,3)
BrisiBiIeHO 60IBHBIX 1033 (0,2) 1598 (0,2) 2109 (0,2) 4740 (0,2)

Tpumeuanue. TpencTaBaeHO KOJMUECTBO AeTel, abc. (%).
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Tabauya 2. Pe3yabrarsl 00C/1€10BaHUS A€TEN 1 MOAPOCTKOB MPH MOMOIIM AJLIEPreHa TYOepKyJIe3HOro peKOMOMHAHTHOTO Ha 65 Tep-

putopusix P® (2010—2012 rr.)

+ 1M, TTomiexar HabIOAEHUIO BbIsiBeHO J10Ka/IbHBIX (hOPM
Ton HaGMoAeHYSI/METO CKPUHUHTA + ATP, TTO, TyOepKyJIesa,
% OT 00CIIeIOBaHHBIX % OT 00CIIeI0BaHHBIX % OT TPyII pUCKa
2011/TIM 93 2,1 0,14
2012/ATP 0,85 0,85 13,6
2013/ATP 0,7 0,4 14,1
2014/ATP 1,1 0,6 11,5
2015/ATP 1,0 0,7 6,7

Ilpumeuanue. IIM — nipoda Manty; ATII — ajutepren Ty0epKyie3Hblii pekomOuHaHTHbIN; [1T/] — MpoTuBOTYOEpKYJI€3HbII AUCTIAHCED.

OlieHKa pe3yJBTaToB MPUMEHEHMST ajljiepreHa Tyoep-
KYJI€3HOTO PeKOMOWHAHTHOTO IIJIST CKPUHWHTA TYOepKY-
Je3Hoit mHbpekunu B CraBporioyie B IMHAMUKE Ha TPo-
TsDKeHUU 4 JieT TipejacTaBieHa B Tabi. 2. Yucno nmereit
B Bo3pacte 8—17 JeT, TOJOXUTEIbHO pearupyroiimx
Ha yKa3aHHYIO MpoOy MpHM TPOBEACHUM MACCOBBIX 00-
clieIoBaHMi, ocTaBanoch cTadbmibHbIM (0T 0,85 10 1,0%,
CTaTUCTUYECKM He3Hauumo). Ywucio pereit B Bo3pac-
Te 8—17 JneT, B3ATHIX MOJ AMCIIAHCEpHOE HaOIIoAeHUE
B TPYMITy pUcKa pa3BUTHS TyOepKyJie3a 1o pe3yJibTaTaM
MAacCCOBBIX O0CJIeqOBaHMII ¢ TIpUMEHEHUEM MPOOBI C ajl-
JIEPreHOM TYOepKYJIe3HbIM pPEKOMOMHAHTHBIM, TaKXe
CTabUJIbHO.

CocTaB IIKOJIBHUKOB TOJ OT roJa MeHsieTcs. 3a Bpe-
Ml Halllero McclieqoBaHusl KaxXnblii ron 1/4 neteit ripu-
HUMaJM ydacTUe B CKPUHUHTOBOM O0OCIIeIOBaHUU
BMEpPBBIE IO AOCTMKEHMHM IITKOJBLHOTO BO3pacTta. 3a-
OosieBaHUE TYyOEPKYJI€30M BBISIBIISIOCH JIMIIb Y HIKOJIb-
HUKOB, TTPUHUMAIOIINX YJ9acThe B CKPWMHUHTE C ajuiep-
TeHOM TYyOepKyJIe3HbIM PEKOMOWHAHTHBIM BITEPBEIE.
BceM MIKOMBHMKAM C TIOJOXKUTEIBHBIM PE3yJbTaTOM
CKPUHMHTA OBLIO TIPOBEICHO KOHTPOJIMPYEMOE TTPEBEH -
TUBHOE JieueHue. [Ipy 3TOM OTMeueHa OTUeT/IMBAsT TeH-
JIEHIIUST K YMEHBIICHUIO TOJW BBISIBICHHOM crienudu-
YeCKOM TATOJIOTUM TIPU MTPUMEHEHUM HOBOM METOIMKH
CKPUHMHTA Ha TPOTSIKEHWM HECKOJBKUX JieT (oT 13,6
no 6,7%; p=0,0216). Crmy4aeB TpomycKa JOKaJbHBIX
dop™m TybepKysie3a TIpu OlLIEHKe OTHAIEHHBIX pe3ysIbTa-
TOB MPUMEHEHUs ajlJiepreHa TyOepKyJIe3HOTo PeKoMOu-
HAHTHOTO IS CKPUHMHTA TYyOepKyJe3HON WHMEKIUN
y IeTeil TT0 JOCTMKEHUM UMM TTOIPOCTKOBOTO BO3pacTa
npu  ¢awooporpadgruueckoM 00CIeTOBaHUN  BbISIBJIEHO
He ObLTO.

PestoMupyst BBIIEU3IOKEHHOE, MOXHO 3aKJIIOUUTD,
YTO TIPOJOJIKAIOIINIACS POCT 3a00JIEBAEMOCTH TYOEpPKY-
Je3oM geteir B Poccuu B moclieiHUE TOIBI ¢ TMTOCTEIYIO-
UM CHIDKEHUEM ee Tokaszateneil K 2015 r. mpousornen
Giarogapsi BHEIPEHWIO HOBBIX METOAMK JTMArHOCTH-
KU B JETCKOM BO3pacTe B permoHax ctpaHbl. [lepexon
Ha CKPUHMHT C aJJIepreHOM TyOepKyJIe3HBIM DPEKOM-
OWHAHTHBIM BCEro JETCKOTO HaceJleHWs cTapiie 8 JeT
MO3BOJIAET YIYYIIUTh KadeCTBO pPaHHEW JIUarHOCTUKU
TyOepKyJje3a, CrocoOCTBYeT Oosiee TMOJHOLIEHHOMY W3-
JIEYEHUIO PA3JIMYHBIX TIPOSIBJICHUM  TyOepKyJie3HOMI

WHOEKIUN y OeTeil W MOAPOCTKOB M TTOBBIIIEHUIO (-
(PEKTUBHOCTU TIPOTHBOTYOEPKYJIE3HON TTOMOIIM JETSIM
U TTIOAIPOCTKAM B IICJIOM.

Crenyroieii TpeOyrolleit peleHust BaXKHOW HaydHOM
MpobJieMOolt y (pTU3MATPOB BCETO MUPOBOTO COOOIIIECTBA
SIBJISIETCST MHOXECTBEHHasl JIeKapCTBEHHAs YCTONYM-
BOCTh MUKOOAKTepuii Tpu 3a00JIeBAHUU TyOEpKYJIe30M
n BUY-undexius [10, 20]. TIpyu usydeHUM CTPYKTYpPbI
BIIEpBbIE BBISIBJICHHOTO TyOepkysesa y aeteit B Poccuu
HaMM YCTAHOBJIEHO, YTO KJIMHMYecKue (hopMbl 3abo0Je-
BaHUs XapaKTepU3YIOTCS TpeodIamaHrueM TOpaKeHUs
BHYTPHUTPYIHBIX JTUM(DATUIECKUX y3JIOB 0€3 BOBJICUCHUS
B TIpoIiecC JIerouyHol TKaHu. [ToaToMy mosst GakTepro-
BoiaeauTenei cpenu nereii 0—14 net cocramisier He 60-
nee 4%. HecMOTpsT Ha TO YTO YUCIIO IeTel 1 TTOIPOCTKOB
¢ GaKTepUOBBIIEJICHUEM HEBEJIUKO, IO JIULI, BBIICISI-
JOIINX MUKOOAKTEPUU C MHOXKECTBEHHOI JIeKapCTBEH-
HOW YCTOMYMBOCTBIO, Cpear HUX BbicoKa, 1 B 2015 . oHa
cocraBuia 32,5%. Ha stoM ¢oHe yuciao 3a0osIeBIINX
netei n3 TyoepKyae3Hbix ouaroB gocturio 530 B 2015 .
(1/10 Bcex 3aboneBIIMX eTed, KOJUYECTBO HEMPENOT-
BpalllcHHBIX CJydaeB 3a0oyieBaHUsI TyOepKyslie3oM —
9,9%). IToka3zaTesib 32001 BAEMOCTH JeTEI N3 KOHTAKTOB
¢ GaKTEePUOBBIIETUTENIMU B TMOCEIHUE TOIBI TTPEBBICIIT
3200J1€Ba€MOCTh B 3TUX BO3PACTHBIX TPYIIIAaX B IEJIOM
no Poccuu B 30 pa3. DToT hakT CBUAETEIbCTBYET O TO-
SIBJICHUW HOBOW MPOOJIEMBI JIETCKOTO TyOepKyJie3a, Tpe-
Oylollel TepecMoTpa TTOIX0I0B K JIEYeHUIO IeTel, Jaxe
npu Manbix (popmax 3aboeBaHus U O0e3 0AaKTEPUOBBIIC-
JICHUSI.

I[To paHHBIM HAIIWX WCCIIEAOBAaHUI, TPOBEICH-
HbIXx Ha Oaze xkiuHuku HUWN dTusnonynbmoHosoruu
(HUU®DIT) «ITepsoro MTMY umenu .M. CeueHoBay,
YCTAaHOBJICHO: Yallle BCEro IETU U MOAPOCTKH 3a00JIeBaTN
MpU BHyTpUceMeiiHOM KoHTakTe: B 51,8 u 80,4% ciyua-
€B COOTBETCTBEHHO, TIpu4eM B 19,3% cirydaeB 3TO ObLIH
CceMeliHbIe ouaru «CMepTh» OT TyOepKysesa. XOTsl Imepu-
OIMYeCKre KOHTAKThI TaKXKe TMpEeACTABISIOT MOTEHIIN-
ATBHYIO STUIEMUIECCKYIO OITACHOCTB: TTOCIIEIHUE OBIITH
otMeueHbl y 37,0% neteii ¢ JIeKapCTBEHHO-YCTONYM-
BBIM TYOepKyJie3oM n Y 19,6% 3a0051eBIINX TTOIPOCTKOB
(TT0 TIPOBEICHHOMY PETPOCIIEKTUBHOMY aHan3y MCTO-
puii 6ose3Heit 203 moapocTkoB, neunBinuxcs B HUMOIT
B nepuon 2001—-2005 rr).
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Jletn ¢ JIeKapCTBEHHO-YCTOMUUBBIM TYOEPKYJIE30M
(65 neteii B Bo3pacte 3—15 net, neunBiimxcs B HUM DI
B neproxa 2001—2008 rr.) mpakTudecku B 100% ciydaeB
HaXOAWJINCH J0 BBHISIBICHMS 3a00JieBaHMSI B oJarax MH-
dextmm. Kpome Tor0, yCTaHOBIEHO, YTO OTIPENEICHHYIO
pOJIb B pPa3BUTUH Yy peOeHKa TyOepKyJie3a C MHOKECTBEH-
HOIl JIEKapCTBEHHOW YCTOWYMBOCTBIO MMKOOAKTEpUii
urpaet (GakT MpeObIBaHMWS €ro B oyare ¢ MpOXXWBaHU-
eM OOJIBHOTO, BBIICIISIONIETO YCTOWYUBBIC K MEHCTBUIO
TIPOTUBOTYOEPKYIIE3HBIX TIPEITapaToB mTamMMbl M.tuber-
culosis, — 0©oJiee TIOJJOBMHBI 3a00JIEBIINX JAeTe MMEIN
B aHaMHe3¢ KOHTAaKT ¢ OOJIBHBIM C YCTAHOBJIEHHOW MHO-
>KECTBEHHOU JIEKAPCTBEHHOU YCTOMYMBOCTBHIO BO30OYIM-
Tesst. [Ipy 3TOM CIeKTp JIeKapCTBEHHON YCTONIMBOCTH
MUKOOaKTepuil TyOepKyie3a y peOeHKa COBITazal TaKo-
BBIM Y MCTOYHMKA WH(EKINHW, a B OTACIBHBIX CIIydasx
naxe ObL1 mupe (puc. 2). KpoMe Toro, ObL710 MokasaHo,
YyTO MpedbIBaHKE pebEeHKA B 0Uare «CMepTu» OT TyOepKy-
JIe3a yBeJTMIMBAET PUCK Pa3BUTHS TyOepKyJie3a ¢ JieKap-
CTBEHHOI YCTOMYMBOCTBbIO MUKOOakTepuii B 2,7 pasa,
B YCIIOBUSIX MHOXECTBEHHBIX KOHTAKTOB C 0AKTePUOBHI-
JIeTUTeNIIMU — B 2,6 pa3a. DTo 3aKOHOMEPHO, Belb WH-
(uLMpoBaHUe TPOUCXOOUT Hauboyiee BHUPYJICHTHBIMU
mTaMMaMKi MUKOOaKTepuil TyGepKyJie3a, MpaKTUIeCKU
BCerIa C YCTOWYMBOCTHIO K TIPOTHBOTYOEPKYJIE3HBIM
Tperaparam.

18,0 20,0
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0 UcTouHMK UHGeKLmumn
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Puc. 2. CekTp JeKapcTBEHHO# YCTOWYMBOCTH MHKOOAKTEPHIi
TyOepKy/e3a K NpenaparamM NepBoro psaa y MCTOYHMKA MH-
(hekuu B ouare u y aereii u3 ouara TyoepKysie3Hoii nHpeKImn.
(Cocmaenero asmopom)

HeobxomumMo oTMeTUTh, 4TO Oojbinast 4acThb (46%)
JeTel 10 BBISBICHUS 3a00JIeBaHUSI HaXOAWINCh B KOH-
TakTe 5 JieT u Gosiee, 21% BBISIBIEHHBIX OOJIBHBIX —
B TeUeHMe 2—3 JIeT ¥ TOJbKO 33% TallieHTOB ObUTA BBI-
SIBJIEHBI B T€YEHME TIEPBOTO roja HAaXOXICHMSI B odare
nHpekunu. Bumumo, ¢THU3MATPl HETOCTATOYHO 3P-
(heKTMBHO TIPOBOJSAT PabOTy KaK IO BBISIBIEHUIO CaMUX
ovyaroB MHGEKIMN, TaK U 1o TpoduIakTuKe 3abose-
BaHus B o4yarax. O0 3TOM roBOpPUT TOT (paKT, UYTO OYaru
(c neTbMuU, 3a00J1EBIIMMU TYOEPKYJIE30M C MHOXECTBEH-
HOIl JIEKApCTBEHHOU YCTOMYMBOCTbIO MUMKOOAKTEPUIi)
ObLTH TpeacTaBieHbl B 61,1% cirydaeB 60JbHBIMU C XPO-
HUYEeCKUMU (popMamu Tybepkynes3a, B 5,0% — nuuamu
¢ peunauBaMu TyoepKysesa v uiib B 33,9% ciydaeB —
C BITEPBBIE BBISIBICHHBIM TyOEPKYJIE30M.

KoneuHo, mo3mHee BBISIBJIEHUE 3a00JIeBaHUS TIPU-
BOIMJIO K OoJice TsDKEJIOMY TeUeHHIO TyOepkynmesa. Tax,
y IeTeil ¢ IeKapCTBEHHO-YCTOMUMBBLIM TyOEPKYIe30M JIe-
CTPYKTHUBHBIE U3MEHEHMSI B JIESTOYHOM TKAHU BCTPEUYATNCh
TTOYTH B 2 pa3a varie (B 46,9% ciydaeB), yeM y neteit ¢ co-
XpaHEHHOM YYBCTBUTENBHOCTBIO MUKOOAKTEPUU K TIPO-
TUBOTYOEpKyJe3HbIM Tipernapatam (B 25,8%; p<0,05).
KoHTtakT ¢ OOJBHBIM TYOEpKyJie30M TOCTOBEPHO yYallle
ObLT YCTAHOBJIEH y TMOAPOCTKOB C PACIpPOCTPAHEHHBIMU
dbopmamu TyOepKyes3a, 4eM y TIOIPOCTKOB C OTpaHUICH-
HbeIMU hopmamiu (70,5 u 58,3% coorBetcTBeHHO; p<0,01).
IMprueM pacrmpocTpaHeHHBIE Crienu(pUIecKre Mpolec-
CHI TMarHOCTUPOBAIKCH Y TIOAABISIONIETO OONIBIIMHCTBA
TTOIPOCTKOB M3 09aroB «cMepTi» (77,3%) 1 U3 ceMeiHBIX
KOHTaKTOB ¢ 6akTepuoBbIIeauTeasMu (74,5%).

TakuM 06pa3oM, He BBI3bIBAET COMHEHMUSI, YTO KOH-
TaKT C OOJHHBIM TYOEpKYJIe30M, OCOOCHHO BHYTpWHCE-
MEWHBIN, WrpaeT 3HAYMMYIO POJIb B BO3HUKHOBEHUM
TyOepKyJje3a y JeTeif U MMOAPOCTKOB, B TOM YHCJIe C MHO-
JK€CTBEHHOM JIEKapCTBEHHOM YCTOMYMBOCTHIO MUKOOAK-
TEpUil K TPOTUBOTYOEPKYJIC3HBIM TTperapaTam.

Octpoii npobsemMoit B CTpaHe CTAaHOBUTCS 3aboJie-
BaeMocTb jeteil TyoepkyiaezoM u BUY-unbekuueii.
YpoBeHb pacrpocTpaHEeHUsI KakK TyOepKysie3a, TakK W
BUY-undexuum cpenu nereit 0—14 et siBisieTcst oTpa-
JKEHMEM HATPSDKEHHOCTH SMUIEMHMOJOTUIECKOM CUTY-
alvy 1Mo JaHHBIM 3a00JieBaHUSAM. B 3TOM TutaHe OueHb
BaXHBI MEPOTIPUSITUS TIO BBISIBIEHUIO JETeid, OOJBHBIX
Kak Tyoepkyne3oM, Tak 1 BUYU-undekuueit, Haxoms-
IIAXCS B KOHTAKTeE.

Exeronno, cornmacHo dopme Ne61, B P® peructpu-
pyercst ot 720 no 800 neteit 0—14 yieT ¢ BriepBbIe BbISIB-
neHHoit BUY-undexnueit. I[lokazarenb peructpupy-
emoit 3aboneBaemoct BUY-uHbekuueid cpenu nmereit
B Bo3pacre 0—14 yer cocrasnsn B 2012 1. 3,5 (95% AU
3,2—3,7) na 100000 merckoro HaceneHnusi (B 17,8 pasa
MeHbIIIe, YeM y JnIl ctapiie 14 iet, — 62,0 Ha 100000).
ITpu 5TOM HYXXHO OTMETHTh 3HAUYMTEJIbHOE TpPEBBIIIE-
Hue (B 7 pa3) 3HaueHus mokaszatesist i aeteit 0—7 jet
1Mo cpaBHeHUIO ¢ metbMu 8—14 net: 5,6 (95% AN 5,2—
6,0) n 0,8 (95% AN 0,6—1,0) Ha 100000 cOOTBETCTBEHHO.

Ponb ouara TyOepkyJsie3HO MH(MEKIMM B pa3BUTUU
TyOepKynesa y nereit, 6osbHbIX BY-uHbexkmeit, mMbl
MOMBITATMCH YCTAHOBUTH B COOCTBEHHOM MCCIIEOBAaHUN
¢ yuactueM 166 mereii 0—14 ner ¢ coyeTaHHOUN MHGEK-
nueii. B tabn. 3 1 4 npeacraBieHbl YacToTa M XapakTep
YCTAHOBJICHHBIX KOHTAaKTOB y JIeTell ¢ TyOepKyie3oM
n BUY-undexuneit. KoHtakt ¢ 6071bHBIM TyOEPKYIE30M
ycTaHOBJIeH 6ojiee yeM y 70% mneTteii ¢ coueTaHHOM MaTo-
JIOTHE.

B nonmasnstioniem 6onbimmHcTBe (90,8%) ciiyyaeB 3a-
6osieBmIMe Tyoepkyae3om netu ¢ BUY-undexumeit Obum
W3 POACTBEHHOTO (TMOCTOSTHHOTO) KOHTaKTa, W3 HUX
B 79% cnydaeB TyOepKysie30M OBUTM OOJTBHBI POTUTEITH.
[MpryemM MCTOYHUKOM 3apakeHWs dale SBISUTNCh Ma-
Tepu, HexXenn oTubl: 36% mpotuB 16% (p<0,05). DroT
GakT MOXHO OO0OBsICHUTH HamnuneM BUWY-wmHbexkumm
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NEPELJOBAS

Tabauya 3. YacTora yCTAaHOBJIEHHBIX KOHTAKTOB Y 1eTeil, 00IbHbIX Ty0epKyie3om 1 BUY-undekuueii (n=166), ade. (%)

KoHTakT He YCTaHOBJICH

KoHTakT YCTaHOBJICH

XapakTep KOHTaKTa*

MBT (-) MBT (+)

47 (28,3) 119 (71,7)

38 (32,0) 81 (68,0)

IIpumeuanue. * — MPOLIEHT OT YMCJIA U3BECTHBIX KOHTAKTOB.
MBT — mukobakTepus TyOepKyiesa.

Tabauya 4. XapakTepuCTHKA YCTAHOBJIEHHBIX KOHTAKTOB Y JIeTeil, 00JbHBIX TyOepKyae3oM 1 BUY-undexkumeii, ade. (%)

XapaKTCpI/ICTI/IKa YCTAaHOBJICHHBIX KOHTAaKTOB

CeMeHBII 0JICTBE i . W3 Hnx
MEHHBII POICTBEHHbIiA MHOKECTROH- Hen&(;r;il:—[bﬂd Bcero meteil  u3 ovara
6aoyiLka, i > «CMEpPTH»
MaTb orert MarbtoTer S —— TeTst, AsAs HBIH KBapTUPHBIIT)
43 19 15 7 7 17 11 119 26
(36,0) (16,0) (12,6) (5,9 (3,9) (14.4) 0,2 (100) (22)

MPEeUMYIIIECTBEHHO y MaTepeil OOJbHBIX TyOepKyJe-
3oM geteii, a BUY-uHdekuus, kak M3BECTHO, SIBJSIET-
Cs MOIIHBIM (haKTOPOM pHUCKa Pa3BUTHUST 3a00JIeBaHUS
y U, UHGUIIMPOBAHHBIX MUKOOAKTEpUEIA.

Takum oOpa3om, Kak oOKazajloch, oOmas «bema»
IJIsT Beex AeTelt, 3aboseBnx Tydepkyaesom (6e3 BUY-
nHpexkunu, ¢ BUY-uHbdexmeit), — He TOJIBKO KOHTaKT
¢ OOJIBHBIMU TYyOEpKYyJIe30M, HO U e(eKThl TUCTaHCcep-
HOTO HaOJIOACHMS 3a IEThbMU B 09arax MHMEKITNH.

3aknovyeHue

ITpoBeaeHHBIN aHAIN3 STTUAEMUOJIOTMYECKOI CUTYa-
LIMU B CTpaHe TIoKa3aJl, 4To TyOepKyJje3 y IeTeil B HaCTO-
siiee BpeMsT pUoOpes OTIWYUS 1O CPaBHEHMIO C TIpe-
IBITyIIUMU TomaMu. HabGmiomaeTcsl deTkast TeHACHLIMS
npeodianaHus Maibix ero (opM 6e3 TopaxkeHUs Jerou-
HOI TKaHW U CO CKJIOHHOCTBIO K CaMOITPOU3BOJBEHOMY
n3neyeHnio. Ha atom (oHe MOSIBUIMCH HOBBIE TPYITITBI
pUCKa HO Pa3BUTHUIO 3a00JeBaHUS U TIPOOJIEMBI C Jiede-
HUEM JIeTeil M3 04aroB, OCOOCHHO C MHOXKECTBEHHOM
JIEKapCTBEHHOM YCTOMUYMBOCThIO MUKOOakTepuu 1 BUY-
MHOEKIMER, TIPU COXPaHSIONINXCS BBICOKMX TTOKa3aTe-
JIIX 3a00JIeBa€MOCTH JIETeH M3 0YaroB TyOepKyJIe3HOU
UHOEKINN.

OMBIT UCITOH30BAHUSI COBPEMEHHBIX MWHHOBAIIMOH-
HBIX JTMATHOCTUYECKMX METOIMK DPaHHEro BBISBICHUS
TyOepKyjae3a u orbopa TpyMI pucka JUIsl TPOBEIEHUS
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CocTosiHrE CepaeYHO-COCYIUCTOM CUCTEMBI Y JeTeil, 3a4aThIX MPH IIOMOIIH
BCIIOMOTATEJIbHBIX PENPOAYKTHBHbBIX T€XHOJIOTHIA
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The cardiovascular system in children conceived by assisted reproductive technologies
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IIpencrapieHbl JaHHbIE O BJIMSHHM OCOOEHHOCTEi NMPOBEIAEHUS BCIOMOraTe bHbIX PENPOLYKTHBHBIX TEXHOJOTHil HA COCTOSIHHE
CepaeYHo-COCYIUCTON CMCTEeMbl M META00JM3MA Y JieTeill H B3POCJbIX, 3a4aThIX C NMPUMEHEHHEM YKa3aHHbIX TexHoJoruii. IIpen-
MOJIAraeTcsl, 4YTO SNMUTeHeTHIECKHe BO3IEHCTBHS MOTYT ObITh OCHOBHBIM MEXAHH3MOM MPOrPAMMHPOBAHHUS CEPIEYHO-COCYAUCTOM
M META00/INYECKOi MATOIOTMH B MOCIEAYIONIEi JKU3HN Y TAKHX JeTei.
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The paper gives data on the impact of assisted reproductive technologies (ART) on the cardiovascular system and metabolism in chil-
dren and adults conceived by the above technologies. It is suggested that epigenetic exposures may be a main mechanism for program-
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B HacTosIee BpeMsl HAKOMWIOCh OOJBIIOE KOJTUYe-
CTBO 9KCMEPUMEHTAJbHBIX W 3MUAEMUOJOTUIECKUX
JIAHHBIX, CBUIETEIBCTBYIOIINX O TOM, YTO BO3IEHCTBUE
Ha TJIOJ HETaTUBHBIX (PAKTOPOB pa3BUTHS (HEITOCTATOK
MUTaHWS, XPOHWYECKAs TUITOKCHUST) CIIOCOOHO YBEIH-
YUTb BEPOATHOCTb BO3HMKHOBEHUS CEPIEYHO-COCYIM-
CThIX 3a00s1eBaHuil B TTocienywolieit xxusnu [1—-3]. bonee
30 net Hazan D. Barker Ha3zBas 3TOT (heHOMEH «BHYTpHU-
YTPOOHBIM TIpOrpaMMUpOBaHUEM 3aboneBaHui» [1—3].
JanbHelnee 3KCIepuMeHTaIbHOE U3ydeHUe TPOOIeMbl
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Mokasajo, 4YTo, MOMHUMO IPOrPaMMHUPOBAHUSI apTepu-
aJIbHOM TUTIEPTEH3UU U BHIOTENIUANIBHON NTUCHYHKIINU,
HeOJIaronpusITHbIe BO3/IECMCTBUS B XOJI€ aHTEHATAaIbHOTO
rnepuroja yBeJIMUMBAIOT BEPOSITHOCTD PA3BUTUS OKMPEHUST
u nuabera 2-ro tuna [4]. UccreqoBaHusi OTHOCUTEIBHO
HEJaBHEro BPEMEHU IOKa3aiu, YTO HE TOJbKO MaToJo-
TUsT BHYTPUYTPOOHOTO MEepUOIa Pa3BUTHS, HO Y BIUSHUS
B XOJ/I¢ UMIUTAHTALMU TUIOAHOTO SIilla U JIaXKe B TTPEKOH-
LIEMIIMOHHOM TIEpUO/ie CITOCOOHBI MHAYIIMPOBATh Kapau-
oMeTtabosimueckue 3aboseBaHus [5].

B Hacrosiiee BpeMsi Bce 0oJjiee LIMPOKOE pacrpo-
CTpaHEHMWE TOJYYWJIM BCIIOMOTraTe/ibHble PENpOayK-
TuBHble TexHojoruu (BPT), B ocHOBe KOTOpBbIX JiexaT
pa3IMuHbIe BUIbI MaHUMYISLMNA KaK C SIMIEKIETKOM,
Tak U CO CIepMOI, HAMpaBJeHHbIE HA UHULIMALMIO Oe-
pemeHHoctu [6]. C MOMeHTa CBOEro MepBOro KJIMHUYE-
ckoro ycriexa B 1978 . 3Tu TEXHOJIOTUM CTaJIM HACTOJIb-
KO CTPEeMUTETbHO pa3BUBaThCsI, UTO OT 1 10 4% pomoB
B Pa3BUTHIX MHIYCTPUATIbHBIX CTpaHaX ceiyac sBIISIIOTCS
pesynsratom npuMmeHenust BPT [7, §]. B ocHoBe Takoro
YBEJIMYEHUSI TTOMYISIPHOCTU 3TUX TEXHOJIOTUM JIEKUT PSi
MPUYYH, CPEIN KOTOPBIX: CIBUT PEMTPOLYKTUBHOTO TTOBE-
JIEHUST COBPEMEHHBIX XEHIIMH B CTOPOHY O0Jiee Mo3nHe-
TO POXACHUS neTeil (C COOTBETCTBYIOIIMM TOBBIIIIEHUEM
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bawnakosa H.B. u coaem. CoctosiHue Cepl[e‘{HO—COCyﬂHCTOﬁ CUCTEMBI yﬂe’reﬁ, 3aYaThIX IIPU ITOMOIIX BCITOMOIaTEIbHBIX PETIPOAYKTUBHBIX TEXHOJIOTUIA

MpolIeHTa OECIIIONHBIX OPaKOB), YBEJIMUYEHNE JOCTYITHO-
CTU PEMPOIYKTUBHBIX TEXHOJOTUI U TTPOTPAMMBI WX TO-
CyAapCTBEHHOM MOIIEPKKH B psijie CTpaH [6].

ITo Mepe pocTa momysiliuyu U Bo3pacTa JIoJe, poX-
JIIeHHBIX ¢ ucnonb3oBanueM BPT, mossuiics psa dakros,
YKa3bIBaIOLIMX HA TO, YTO 3TH JIMIIA COCTABJISIIOT IPYIIITY
pucKa Mo pa3BUTHUIO KapAuoMeTaboJIndeckKux 3aboseBa-
Huii [9, 10]. OnHUM K3 TIEPBBIX TPU3HAKOB YBEIUYCHMUSI
pucCKa pa3BUTHUSI CEPIEYHO-COCYIUCTHIX 3a00JieBaHUI
B 3TOM TpyIINe CAYXUJIO0 TOSBJIEHUE PAHHUX CUMIITOMOB
CUCTEMHOW 3HIOTENIUAIbHOW MUChYHKIIMU, HaOItomae-
MBbIX Y BHEIIIHE 3/I0POBBIX JIETE, POXKIEHHBIX C IPUMEHE-
Huem BPT [9—11]. JlnarHocTKa 3HAOTEIMATbHON THC-
(YHKIIMM OCHOBBIBAJaCh Ha YJIBTPa3BYKOBOM U3MEPEHU N
nraMeTpa apTepuil BEpXHUX KOHEYHOCTE B OTBET Ha pe-
AKTUBHYIO TUTIEPEMMIO, a TaKXKe psifae OMOXUMHUYECKUX
uccienoBanuii [12]. ¥V nereit, poXIeHHBIX C MOMOIIBIO
BPT, Takxxe ObL10 TTOKa3aHO YBEJIMUYEHNE CKOPOCTH MPO-
BElIleHUsI TYJIbCOBOI BOJIHBI TIO COHHBIM U OelpeHHbIM
apTepusiM, UTO SIBJISIETCS] KJIACCMYECKUM METOIOM, HC-
MOJIb3YeMbIM JUISI 0KAa3aTeIbCTBA TOBBIIIEHUS TIJIOTHO-
CTH COCYIMCTOM CTEHKU TP aTepoCcKiiepose; boiee Toro,
OBbUIO TIPOIEMOHCTPUPOBAHO YBEJIMYEHUE TOJNIIUHBI UH-
TUMBI COHHBIX apTepuii [12].

MocTHaTanbHOE pa3BUTUE U BEPOSITHOCTb
OXUPEeHUs y AeTel, 3a4aTbix npu nomowwm BPT

OlleHKa MOCTHATAIbHOTO Pa3BUTUSI TaKMUX JETEH J0-
CTaTOYHO CJIOXKHA. DTO OIpenessieTcsi He TOJIbKO pas3aind-
HBIMU BPEMEHHBIMU MPOMEXKYTKAMU, B TEUEHUE KOTOPBIX
Takasl OlleHKa MPOBOAWIACH, HO U TeM, KaKhe METOIUKU
PETIPOAYKTUBHBIX TEXHOJOTUI OBbLIM BKJIIOYEHBI B HC-
cnenoBaHus. Ceifuac TakKuMX METOIOB HECKOJIbKO, Oosee
TOTO, OHU TMOCTOSTHHO COBEPIIIEHCTBYIOTCSI U MEHSIIOT CBOU
npoTokosibl. Ha ceromHsiiHuii 1eHb B apceHasie Bpauei
PETIPOAYKTOJIOTOB HECKOJIbKO 0a30BbIX METOAUK. BDTO
«KJIACCUYECKUI1» METOJ 3KCTPaKOPIOpaIbHOIO OIJIO-
notBopeHust (DKO), mMeron MHTpauUTOIIa3MaTUYECKON
nabekuu criepmbl (MKCH), BHYyTpuyTpoOHBIil IepeHoC
ramMeT U BHYTPUYTPOOHBI mepeHoc 3urotr. OgHako, To-
CKOJIbKY McTtopmyecku Meron DKO Havanm mpuMeHSIThCS
paHbliie, a CJieIoBaTeIbHO, K HACTOSIIIIEMY BpEMEHU MMe-
€TCs1 TOCTaTOUYHO OOJIBIIIOE KOJUYECTBO JETEH 1 MOAPOCT-
KOB, POXJIEHHBIX C UCITOJIb30BAHUEM 3TOTO METO/Ia, TO OC-
HOBHBIE pE3yJbTaThl MCCIIEAOBAHUI, paccMaTpUBaeMbIX
B HacTosiieM o03ope, OyayT KacaThCsl JaHHOTO METOo/Ia.

WHTepecHbIMU U perpe3eHTaTUBHBIMU TIPEACTaBISI-
I0TCSI pe3yJIbTaThl pabOThI TTO0 U3YUYEHUIO aHTPOIIOMETPU-
YecKMX IMokasaresieil IByX TpyI JeTeil, 3a4aThiX C I0-
Mmoitibio DKO u ecrectBeHHBIM oOpasom [13]. detu Oblu
ob6cnenoBaHbl 14 pas, 4To MO3BOJIUIIO TTOJYYUTh JOBOJIb-
HO TOYHYIO KapTUHY UX (pU3nueckoro pa3Butusi. OLeHu-
BaJIM TPaIMLMOHHBIE AHTPONIOMETPUYECKUE IToKas3aTe-
JI: POCT, Maccy, MHIEKC Macchl Tena. B mepuon ot 3 mec
IO Tofa XU3HU 1eTu u3 rpynmbl KO nemoHcTprpoBa-
JIU TOCTOBEpPHO OoJjiee BBICOKME TOKa3aTesin CKOPOCTHU
Habopa MacChl M JUIMHBI Teja, YTO COOTBETCTBOBAJIO

peanuzanuu (peHoMeHa <«IOTOHHOro pocTa» (catch up
growth), SIBJISTIOIIErOCsS] OMHUM W3 MPOSBICHUI BHYTpH-
yTpoOHOro mporpammupoBaHusi [13]. Panee aror ad-
eKT ObUT MPOAEMOHCTPUPOBAH KaK 3KCIIEPUMEHTAIbHO,
TaK ¥ B KIMHUYECKUX HAONIOACHUSX JeTeil, pa3BUBaB-
IIUXCS BHYTPUYTPOOHO B YCIIOBUSIX CYOKOMITEHCUPOBaH-
HOU TTalleHTapHO# HemocTtatouHocTu [9]. PaHee aTa ke
rpyIna uccienoBareieii oOHapyxXuaa yBeJIUYeHUe TOJ-
IIAHBI TIeprhepUIecKOil XUPOBOM CKIaaKU y OeTeit
u3 tpynnbsl DKO 1o cpaBHEHUIO ¢ OOBIYHBIMU JIETbMHU,
Jaxe MpU TOM YCJIOBUM, UTO TIOKa3aTeJM MHAeKCa Mac-
Chl T€J1 y HUX JIOCTOBEPHO HE Pa3nyaivucCh. 3HAYUTEb-
HOe yBeJIMYeHHUE 1011 TiepreprudecKoii XXUupoBoi TKaHU
OBLIO MOATBEPKACHO METOJOM ABOMHON PEHTTeHOBCKOM
abcopomomerpum B rpymme u3 100 geteid, poxkaeHHBIX
B pesyabratre KO [14]. [TonoGHbBII pe3yabraT MmojydyeH
y neTeit, 3auatbix ¢ mpuMeHeHueM Meronga MKCH [15].

MeTtabonu3M TIIOKO3bI — BaXXHbI KOMIOHEHT
romMeocrtasa, KOTOPBIi MOXET MEHSITbCSI B pe3yJibTaTe
npumeHenuss BPT. M3BecTHo, uTO miuTesibHas TUTIEp-
MJIMKEeMUSI TIOTEHIIMAIbHO CITOCOOHA BbI3BaTh 3HAYNTEb-
Hble UBMEHEHUS KalUJUIIPOB U TiepuepUIecKUX HEPBOB
[16]. YpoBeHb TITIOKO3BI B KPOBU, KOHIIEHTpAIUs WHCY-
JINHA W WHCYJIMHOPE3UCTEHTHOCTh Y JeTeil ObLIM ncclie-
JIOBaHbI B psiie paboT. B Tpex u3 ueTbipex mcciaeaoBaHuit
He OOHapyXEHO CYIIEeCTBEHHBIX U3MEHEHUI MeTaboJ 13-
Ma r1oKo3sl [17—19], a B omHOM TMoKa3aHa 3HaUMTeIbHAs
TUTIepTJINKEeMUsT y AeTeil myOepTaTHOro Bo3pacTa, 3ava-
TBIX TIPYM TOMOILIM PENPOAYKTUBHBIX TexHosoruit [20].
Takum o6Gpa3zoM, y Hac Moka HeAOCTaTOYHO (haKTOB, TO-
3BOJISIIONIMX TIpeNIojaraTb 3HAaYMTEIbHbIE W3MEHEHUS
MeTaboJIM3Ma IJII0KO3bI Y 3TOM TPYTITIBI IETEH.

B oTHomeHun Merabosn3Ma JUMUAOB CKJIAAbIBACTCS
MPUMEPHO TaKasl ke KapThHa, KaK U ¢ T1oKo30i. B mo-
JIOBUHE U3 IIECTH MCCAeOBAaHUIN He HalJeHbI U3MEHe-
HUST JIMTTUIHOTO CIIEKTpa KPOBU, B OCTAJIBHBIX TTOKA3aHO
YBEIMUYEHUE CONEpXKaHUSI TPUTIIMLIEPUIOB U U3MEHEHUE
COOTHOUIEHMSI JIMTIONTPOTEUI0B BHICOKOW Y HU3KOM TJIOT-
HoctH [17—19].

Puck passutus cepae4yHo-CoCyAUCTbIX
3aboneBaHun

CepneyHo-cocyaucTbie 3a001eBaHUSl HauboJjee KIn-
HUYECKU 3HAYMMBI CPEIM BHYTPUYTPOOHO TpOrpaMMu-
pyeMoii matojioruu. PaHee mokaszaHa CBSI3b MEXIIY TTOBBI-
IIEHWEM CHCTOJIMYECKOTO M TUACTOJIMYECKOTO JaBICHUS
y JeTell M TOAPOCTKOB M BEPOSITHOCTBIO TAIbHEUIIETO
Pa3BUTHUS Y HUX BO B3POCIION JKU3HW TUTIEPTEH3UN U aTe-
pockiepo3sa [21]. B HacTosiiiee BpeMst ToJlydeHbl Kak 9KC-
MepUMEHTAITbHBIE, TAK U KIIMHUYECKIE TaHHbIE O BO3MOX-
HOI CBSI3U Mexxny ucrnoib3oBanueM BPT u nocaenytonieit
runepreH3neil. PaHee mokasaHo, 4TO y MBIIIE, POXKICH-
HBIX C WCTOJb30BaHUEM PEMPOAYKTUBHBIX TEXHOJOTHUIA,
MMEJI0 MECTO YBEIMYeHUE CHCTOJMYECKOTO apTepualib-
HOTO JIaBJIEHUSI TIO CPAaBHEHMIO C MBIIIAMM, 3a49aTbIMKU
eCTeCTBEHHBIM crtiocoboM [22]. HeckobKo poBeaeHHBIX
AMUIEMHUOJIOTUYECKUX WCCIEAOBAHUI HE CMOTJIM TOYHO
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OTBETUThb Ha BOIPOC: BIUSIET JIN CIOCOO 3ayaTWsl Ha ap-
TepuanabHoe naBieHue aereid §—11 net. B Tpex u3 maru
WCClIeTOBaHMI Takasl CBsI3b OblIa gokasaHa [18, 20, 23],
a B ABYX — Het [19, 24]. Tem He MeHee B OHOI U3 3TUX pa-
60T OBLIO IMTOKA3aHO YBEJTMYEHHE JKECTKOCTH CTEHOK apTe-
puii (IO YBEIMUYEHUIO CKOPOCTU MPOBEIEHUSI TYIbCOBOIM
BOJIHBI) U yBEJIWYEHME TOJIIUHBI WHTUMBI KapOTUIHBIX
apTepuil, YTO MOXET CIYXKUTH MPU3HAKOM HAYMHAIOIINX-
CsI aTePOCKIePOTUIECKUX U3MeHeHui [19].

Buonornyeckue ocHOBbI MPOrpaMMMUpPOBaHUS
3a0oneBaHuii y peTeit, 3a4artbix ¢ noMmowbio BPT

Ilpenmonaraercsi, 4TO SMUTEHETUYECKUE BIUSTHUS
SIBJISTIOTCSI TJI00aJIbHBIM ME@XaHU3MOM, JIEXKAIlIUM B OCHO-
BE U3BMEHEHUI1 3M0pOBbSI AETEH, POXKIESHHBIX C IPUMEHE-
nueM BPT [25, 26].

Haunbonee n3BeCTHBIN MeXaHU3M SMUTEHETUYECKOTO
penporpaMMHUpoOBaHMsI CBsi3aH ¢ MeTuiinpoBaHuem JJTHK.
Ha Bo3moxxHoe Biusinue metuwiupoBanus JHK ykasbi-
BaeT OTHOCUTEJIbHO 0OJIbIIIast TPOTIOPIIMS AETEH C peIKU-
MM T€HETUYEeCKMMU aHOMaJIUsI, TAKUMU KaK CUHIPOMBbI
AnrenpMaHa u bekBura—BunemaHa, cBI3aHHbIE C UM-
MpUHTUHTOM TeHoB [27, 28]. TlockonbKy BO3meiicTBUS
Ha TpOolIecC UMIIPUHTHUHTA BO3MOXHBI TOJILKO Ha CaMbIX
PaHHMX CTAIUSIX pa3BUTHSI, TO BEPOSITHOCTD TOTO, YTO 3TO
MPOUCXOIUT B XOJE TMpe- WX UMIUIAHTAllMOHHOTO Tie-
puoaa, KOTOPBIN CYIIECTBEHHO MOIMMUIIMPOBAH BCEMU
meTomamu BPT, nocrarouno Benuka [28].

BnusHue oco6eHHOCTe pas3ninyHbIX Npoueayp
pPenpoayKTUBHbIX TEXHOJIOMUIA Ha BEPOSITHOCTb
nporpamMmmMpoBaHus NaTonornum

Mertonst BPT BkiTtouatot psin mpoiieayp, KOTopbie Cy-
IIECTBEHHO Pa3InyaroTcs T0 JUIMTEJIbHOCTU U XapaKTepy
BO3JEHCTBHS HAa TAMETHI U OTIJIOJOTBOPEHHbBIE STUTICKITET-
KU. DTO: OBapuaibHasi CTUMYJISILIUS, 3a00p STUIIEKICTKH,
WHBEKIMST CIIEPMATO30MIIOB, KYJIBTYPUPOBAHUE OILIO-
JIOTBOPEHHBIX SIWIIEKIIETOK, XpaHEHUE UX MPU CBEPXHU3-
Kux Temneparypax [16]. K coxaneHuto, B COBpeMeHHOM
JINTepaType HEBO3MOXXHO HATU TOCTaTOUHOI MH(OpMa-
1IMM O pe3yJibTaTaX UCCIEeTOBAHUI COCTOSIHUST 310POBbSI
JIeTei, 3a4aThIX ¢ MPUMEHEHUEM TeX WU MHBIX METOIOB.
HMckmoueHue cocTaBisieT OTHOCUTENBHO TIPOCTON Me-
TOJ OBapUaJbHOMN CTUMYJISILIMU. Y JIeTeil, 3a4aThIX TOCie
MIPUMEHEHUS CTUMYJISILINY TUIHUKOB, ObIJIa TOCTOBEPHO
CHMIXKEHa Macca Tejla MPU POXIEHWM, yallle Habtoma-
JIUCH TIpexkaeBpeMeHHble poabl [29—31]. Takxke nmokaza-
HO, 4TO 3—10-71eTHME MaJIbYNKHU, 3a4aThle TTOCIe OBapH-
aJTbHOM CTUMYJISIIAK, OB B CPeTHEM Ha 3 CM MEHBbIIIe
poCTOM, YeM MaJIbYMKHU KOHTPOJILHOM TpynIbl [32].

Takxke ObUIO TIPOBENEHO W3yYEHUE BIUSHUS KYJIb-
TypaJbHBIX cpell Ha ucxopn OepemeHHocTu mociae BPT.
IMokazano, uyto ucnonb3oBaHue cpeasl Cook cBsizaHO
c Oonbllell BEpPOSITHOCTBIO POXIEHUS NETeil C MaJioi
Maccolt, yem npu ucnoib3oBaHuu cpeasnl Vitrolife. Cpen-
HSISI pa3HMIIa B Macce HOBOPOXKIEHHBIX cocTaBwia 112 r
IIJTSI IeTeit OMHOTO TeCTallMOHHOTO Bo3pacTa [33].

OB30PbI JINTEPATYPbI

WccneposaHus pocta nnoaa

W3BecTHO, 4TO HaApYyIIEHUsT BHYTPUYTPOOHOTO poOCTa
IJI0la 9acTO acCOLMMPOBAHBI ¢ DHIOTETUATLHOM IUC-
¢dyHkuMeit y nereit paHHero Bospacrta [34]. Ilpu stom
HalMuye MapKepoB OSHAOTEIMATBHOW JAMCHYHKINN
Y B3POCJIBIX TaKKe CBSI3aHO ¢ HU3KOM Maccoil TIpu poxK-
nennu [35]. 3aMmemieHne pocTa IIoga MOXET IPUBECTHU
K COCYIWCTHIM HapylIeHUsSM W TOYEYHOU TMaTOJOTUH,
KOTOpast MOXKET COMPOBOXIATLCS apTepUaTbHON TUTIEP-
TEH3Wel B pe3yJbTaTe aKTUBAlUM PEeHWHAHTMOTEH3M-
HOBOI cucteMbl [36]. JIOMOJHUTETLHO Y TaKWX TUIOAOB
MOKAa3aHO YMEHBIIIEHNE KOJIMYeCTBA HE(PPOHOB B IMMOYKAX
[36]. B skcriepuMeHTax Ha KMBOTHBIX OBLIO BBISIBJICHO,
YTO OrpaHWYeHUe comepKaHUs Oellka B OUETe MaTepu
Ha 3Tamax CO3peBaHUsI OOLNTA TaKXKe MOXET MPUBECTU
K YMEHBIIIEHUIO KOJMUYeCTBA He(POHOB B TOYKAX, He-
CMOTPS Ha TO YTO MOJTHOE Pa3BUTHE TTOYEK 3aBepPIaeTCs
B KOHIIe OepeMeHHOCTH [37].

OmHVUM W3 WHAUKATOPOB BHYTPHYTPOOHOTO CTpama-
HUS TII0Ja SIBJisseTcs (beHOMEH «IOTOHHOTO pOCTa», Ha-
Ontoparoluiics y aeteit 10 5 net. OToT eHOMEeH 3aKITio-
YaeTcsl B TOM, 4TO JIETH, POXKIEHHBbIE ¢ HU3KOM Maccoi,
B IEPBBIC ISITh JIET XKU3HU OOTOHSIIOT 110 ee Habopy (B oc-
HOBHOM 3a CYeT MPUPOCTa KUPOBOM TKAHW) CBOMX HOP-
MaJbHO pa3BUBaOIINXCcs cBepcTHUKOB [38]. Ilpu aToMm
HaJlnure «IOTOHHOTO» POCTa MOXET ObITh MHANKATOPOM
paHHEero MOSIBJICHUsI apTepUaabHOM TUTIEPTEH3UU U pa3-
BUTHST CEPIACYHO-COCYANCTHIX 3a00JIeBaHUI B TTOCIIEIY-
foteit xxu3uu [38]. PesynbraThl uzyyeHust BausiHus BPT
Ha TEMITbI pOCTa U Habopa Macchl TTOCIe POXKICHUS TTOKa
He TTO3BOJISIOT CBS3aTh UCTTOJIb30BAaHUE DTUX TEXHOJIOTHIA
¢ ¢peHOMEHOM OBICTpOTO HabOpa Macchl [24, 39].

PasButue nnaueHTbl

InameHTa Kak opraH, OCYIIECTBISIONINI TepeHOC
KHUCJIOpOJa W THUTATEebHBIX BEIIECTB U3 KPOBU MaTe-
pU B KpOBb TUIOAA, WTPAeT HEMOCPEACTBEHHYIO POJIb
B OMpeIeIeHUN U MPOrpaMMUPOBAHUU KapaMOMeTabo-
nuyeckoro craryca rutoaa [40]. ITokazaHo, 4To TIalieH-
TapHas TMCHYHKIHUSA MOXKET ObITh MHAMKATOPOM pHUCKa
pPa3BUTUS CePACYHO-COCYAUCTHIX 3a00JIeBaHU B TIO-
crnenytouiein xuzHu [41]. YV mereit, poXaeHHBIX IOCIe
npuMmeHeHus: BPT, yBennueHo oTrHolieHue macca ruia-
1eHThl/Macca Tena ruiona [42]. Panee yBenuueHue Ta-
KOTO OTHOIIIEHUS OBbLIO TTOKAa3aHO Yy NeTeil, POXKICHHBIX
MmatepsaMu ¢ Tipeskiamricueir [42]. Ilpenmonaraercs,
YTO OBapUaJibHas CTUMYJISILIMS CITOCOOHA BHI3BATh CHU-
JK€HWE YYBCTBUTEJIBLHOCTU psla PELEeNTOPOB 3HIOME-
TPUSI, UTO MOXKET BhIPAXKAThCS B KOMITEHCATOPHOM CTH-
MYJISIIIAM pOCTa TIALeHTHI [16].

3aksnoueHue u ganbHenne NepcneKTUuBbI
nccnepoBaHumn

Panee B KpoBM OepeMEHHBIX TIOCJIE MPOLEIYPbHI
OKO nHamu ObUIM TMOKa3aHbI M3MEHEHUs KOHIIEHTpa-
UM TIPO- U aHTUAHTUOTEHHBIX (haKTOPOB, XapaKTepHbIe
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bawnakosa H.B. u coaem. CoctosiHue Cep[[e‘{HO—COCyZ[HCTOﬁ CUCTEMBI yﬂe’reﬁ, 3aYaThIX IIPU ITOMOIIX BCITOMOIaTEIbHBIX PETIPOAYKTUBHBIX TEXHOJIOTUIA

IIJIS SIBJIGHUSI SHIoTeMaabHoi nucynkimu [43]. bonee
TOTO, y TIJIOIOB 3TUX XEHIIIUH yXe B | TpumecTpe oTme-
YEeHO YBeJWYeHUE BPEMEHM H30BOJIOMUYECKOTO pac-
c/abyieHus JIEBOTO XeJlyaouka cepila, YTO CBUIETENb-
CTBOBAJIO O BO3pacTaHUM Y TUIOJAOB Tiepr(epruueckoro
COTIPOTUBJIEHUSI COCYIUCTON CUCTEMBI [43].

VYBenuueHre BpeMEHU M30BOJIOMUYECKOTO paccia-
OJIeHMST JIEBOTO KeTyIouKa T1J10/1a ObLIO TakKe MOoKa3aHo
HaMM B YCJIOBUSIX 3aJIepXXKU pa3BUTHUs TUIOAA, BbI3BaH-
HOIl CyOKOMIIEHCUPOBAHHOM TUIalleHTAapHOW HemocTa-
TOYHOCTBIO [44—46]. [1pu 3TOM HabIIOdATACH AKTUBALIMS
PEHMH-aHTUOTEH3MHOBOK CUCTEMBI TJIOZIA, a CUCTOJINYEe-
CKOe apTepuajabHOe JaBJICHUE Y TAKMX HOBOPOXKIEHHBIX
B l-e 1 Ha 5-¢ CYyTKM XW3HU Ha 25% TIPEBBINIANI0 TaKO-
BO€ Y 310pOBbIX fieTeit [47, 48]. MOXHO MPearoaoXuTh,
YTO 3TU U3MEHEHUSI CITOCOOHBI COXPAHSITHCS U B TOCTIE-
NYIOIIEl KU3HU.

IIpencraBieHHble B 0030pe JaHHbBIE TOBOPSIT O TOM,
yro I1mHMpokoe TmpuMeHeHne BPT woxer mnpuBectn
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Carbocysteines in the current therapy of lung diseases in children

Yu. L. Mizernitsky
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IIpencraBiensl cBeeHUs O COBPEMEHHOI MyKOAKTHBHOIA Tepanui KapoOMMCTENHOM MPH OCTPBIX H XPOHNYECKHX OPOHX0JIETOUHBIX
3a0oneBaHusax. Ha ocHoBe coOCTBeHHBIX HAO/MIONEHMII B X01e MHOTOLIEHTPOBOTO HUCCJIeOBAHMSA U JAHHBIX JUTEPATYPbI MOKa3aHA
BBICOKAS KIIMHUYECKAsi M UIMMYHOJIOTHYECKast 3()()eKTHBHOCTD JTM3UHOBOI con Kapoomuctenna (Dayndopr) B KauecTBe MyKope-
TYJMPYIOLIEro M MyKOJIUTHYECKOTO CPelCTBA y AeTeil B Bo3pacTe oT 2 10 17 JeT npu oCTPbIX M XPOHUYECKHX OPOHXOJIETOYHbIX 3a-
0oneBanusax. BoigBieHo, 4ro Hanbobmast 3HEKTUBHOCTD JIM3UHOBOI COJIM KAPOOUMCTENHA UMEJIA MECTO Y JeTeil IKOJIbHOTrO BO3-
PacTa, 4YT0 MOKHO OOBSICHUTH BO3PACTHBIMH 0COOEHHOCTSIMHU (hOPMUPOBAHKS CEKPETOPHOTO ANMAPATA OPOHXOB M CHCTEMBI MECTHOTO
UMMYHUTETA, 2 TAKXKE NMPH 3ATSLKHBIX M XPOHHYECKUX BOCHATUTEBHBIX MPOIECCAX, B TOM YHCJIE CBA3AHHBIX C TA0AKOKYPEHHEM.
Karouesvie caoea: demu, mMykoaxmugras mepanus, MyKopezyasimopsl, Kapooyucmeuna au3unosas consv, @ayugopm.
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The paper gives information on current mucoactive therapy with carbocysteine for acute and chronic bronchopulmonary diseases.
The author’s observations during a multicenter study and the data available in the literature provide evidence that carbocysteine
lysine salt (Fluifort) shows high clinical and immunological efficacies as a mucoregulatory and mucolytic agent used in children aged
2 to 17 years with acute and chronic bronchopulmonary diseases. The highest efficacy of carbocysteine lysine salt has been found
in schoolchildren, which is attributable to the age-related features of the formation of the bronchial secretory apparatus and local im-
mune system, as well as in the children with protracted and chronic inflammatory processes, including those associated with smoking.
Keywords: children, mucoactive therapy, mucoregulators, carbocysteine lysine salt, Fluifort.
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YKOJIUTUYECKAsT Teparius SIBJISIETCSI HETPeMEeHHOMN

COCTaBIISIIOIIIEH TIPU OCTPHIX M XPOHUYECKUX 3a-
0oJIeBaHUSIX OPTraHOB JIbIXaHUSI M OCOOEHHO aKTyaJibHa
y JeTeil, Tak KaKk B JETCKOM BO3pacTe 3Ta MaTOJIOTHs
CTaOWJIBHO JTUAUPYET B CTPYKTYpe 0OOIIeil 3a001eBaeMo-
cru [1]. B neguaTrpuyeckoit mpakTUKe IIMPOKO UCTIONb-
3YIOT KaK TpaauIMOHHBIE, PACTUTEIbHBIC TIperaparhbl,
TaK U JIGKAPCTBEHHBIE CPECTBA CUHTETUUECKOTO TTPOUC-
xoxaeHwus [2]. K Haubonee mepenoBoMy Kilaccy MyKOak-
TUBHBIX ITpernapaToB HETIPSIMOTO IEUCTBUSI, 00J1aIat0IINX
OJTHOBPEMEHHO MYKOPETYJISITOPHBIMU M MYKOJIMTUYE-
CKMMHU CBOWMCTBAMM, OTHOCSTCS KapOouucreuHsl [1, 2].
CBoii MyKoperyiupywoinii apdekr oHM peanusyror
yepe3 HEMoOCPeNCTBEHHOE BO3JEHCTBUE Ha XKEJE3UCTYIO
KJIETKY, HOPMAJIM3YIOIllee €€ CEeKPETOPHYI0 (YHKIIMIO
HE3aBUCUMO OT MCXOJHOIO MaTOJOTMYECKOro COCTOSI-
HUsl. OHU MOJOXUTETbHO BIUSIOT Ha MYKOLIMJIAAPHbII
TPAHCIIOPT, HOPMAaJU3YIOT CTPYKTYpPY JIbIXaTeJIbHOTO
snutenus. Haubosiee W3BECTHBIM TIperapaToM 3TOM
TPYTIIBI SIBJSIETCS] KAapOOILIMCTEWH U €r0 MPOU3BOIHbBIC.
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W TEeM CaMbIM HOPMAaJM3yeT KOJWYECTBEHHOE COOTHO-
IIEHWe KUCIBIX U HEWTPaTbHBIX MYIIMHOB OpOHXHAJb-
HOTO CeKpeTa; BO3IEWCTBYET Ha TeseBylo a3y MOKpO-
ThI, pa3pbiBas TUCYJIb(MUIHBIE CBSI3U TIMKOIMPOTEUHOB,
YTO TIPUBOIUT K Pa3KMKECHUIO TTATOJOTUUYECKHU BSI3KOTO
cekpera |3, 4]. MykoperyasTopHblit 3¢heKT 00ycToBIeH
HOpManu3aluel CEeKpPeTOPHO (YHKIMU KEeIe3UCThIX
knetok. [lom neiictBueM KapOoOlMCTEMHA TMPOUCXOIUT
pereHepalnys CIU3UCTON OOOJIOUKM, PEAYKIINUS KOJUYe-
cTBa OOKAJIOBUIHBIX KJIETOK, OCOOEHHO B TEPMUHATBHBIX
OpoHXxax, W, KaK CJIeICTBUE, YMEHBIIAeTCs BhIpabOTKa
CITU3U, AaKTUBU3UPYETCS NeATEIbHOCTh PECHUTYATO-
TO BIUTENNsI, YTO YCKOPSIET MYyKOUMIUAPHBINA KIMPEHC
MU CTIOCOOCTBYET OoJsiee OBICTPOMY KYITMPOBAHUIO BOCTMA-
nenHus [5]. TlocnegHee mocTuraeTcst TeM, 4YTO KapOolu-
CTeWH 00J1amaeT MPOTUBOBOCHAIUTEILHON aKTUBHOCTHIO
KakK npsiMoit (KWHUHUHTUOUPYIOLIasi aKTUBHOCTh CUAJIO-
MYIIMHOB), TaK W HETMPSIMOi (yaydIleHre KamIIpHOM
nepdy3uu, MUKPOLIMPKYJISIIIAN).

AHaNIu3 COBPEMEHHBIX MaHHBIX KIMHUYECKHUX
W DKCIEPUMEHTANBHBIX UCCIEIOBAHUN CBUAETEIbCTBYET
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0 BBIPaXEHHOU MPOTMBOBOCTIAIMTEIBHON M aHTHMOKCH-
JIAHTHOM aKTUBHOCTHU KapOolucrenHa [6, 7]. DToT npermna-
part crocoOCTBYeT YMEHBIIEHUIO MUTPALUU TTPOBOCTIAM -
TEJIbHBIX KJIETOK B JbIXaTeJIbHbIE MTyTH, BOCCTAHOBJICHUIO
MOBpEXAEHHOTO 3HI0TeNus [8]. DKCrepuMeHTaIbHBIMU
WCCIIEIOBAaHUSIMM TI0OKa3aHO, YTO TMpernaparbl KapOo-
LIUCTeMHA 00JaNaloT 3alUTHBIM CBOWCTBOM IMPU OKCH-
NIAaHTHOM CTpecce, TOoAaBysisi BOCIaJleHUe, BbI3BAHHOE
aKTUBHBIMU (popmMamMu Kuciopoaa. B pesyabsrate cpaBHM-
TEJbHOW OLIEHKM pa3IMUHBIX METOJ0B OTXapKMUBaIOIIEi
Teparuu y OOJIbHBIX ¢ OpOHXMAJIbHOW aCTMOM YCTaHOB-
JIEHO, UTO TTocje Kypca KapOolMcTernHa KalieBoil mopor
1Mo JAaHHBIM (PYHKIMOHAJIBHOTO TeCTa C KarcaulMHOM
WMeJT IOCTOBEpHO 0oJjiee BBICOKMI YpPOBEHb, YeM TIOCIIe
JIeYeHUsT aMOPOKCOJIOM WK T11ate6o [6].

KapOouucrenH wuwHruOMpyer TpuIMIIaHWE TIaTo-
TeHHBIX OAaKTepU K BMUTEIUIO JIbIXaTeJIbHBIX ITyTeit,
YyeM CITOCOOCTBYET CHMXKEHUIO OaKTepuaabHOTO obce-
MEHEHUs pecnupaTopHoro Tpakrta [8]. KapbGommucre-
WH M3MEHSIET MOBEPXHOCTHYIO CTPYKTYpY Streptococcus
pheumoniae, 3TO 3aTPYAHSIET ero (PuKcalnio Ha KJIeTKax
pecrmparopHoro snutenus [9]. B xome mccnemoBaHms
BBISIBJICHO, UTO TOJ BJMSHUEM KapOOLKMCTEMHaA TMpO-
WCXOMUT YMEHbIIIEHUE aAre3UBHBIX CBOWCTB SIUTEIUS
BEPXHMX [bIXaTeJbHBIX TyTEW, T.e. CHUXKAETCS KOJU-
YeCTBO 3aXBaueHHBIX KJETKaMU BO30ynMUTeseit, uTo,
M0 MHEHUIO aBTOPOB, MOXET CMOCOOCTBOBATh YMEHb-
IIEHWI0 YacTOThl pecnupaTopHbIXx wuHbekuit [10].
IlokazaHo, 4YTO TIpU OMHOBPEMEHHOM TPUMEHEHUU
KapOOLMCTEMHA W aMOKCUIIMJUTMHA TIpU OOOCTPEHUU
XpPOHUYECKOTO OpOHXMTa COAepXKaHWEe aHTUOMOTHUKA
B OpOHXMAJIbBHOM CeKpeTe y OOJIbHBIX CYIIIECTBEHHO YBe-
nuuuBaetcs [8]. Kak mokasany simoHCKMe yueHble, Kap-
OGOIMCTENH WHTUOMPYET Pa3BUTUE PUHOBUPYCHOW WH-
(bek1IMM B 3IUTETMATBHBIX KJIETKAX AbIXaTeTbHBIX MTyTEi
yesoBeka [11]. KapbGouucrenH MHruOuMpyer pas3BUTHE
PUHOBUPYCHOUW WHGEKINU B SMUTETUATBHBIX KJIETKaX
Tpaxeu yejoBeka. OH OKa3bIBaeT BIMSHUE Ha BOCITAJIM-
TeJbHBIN TIPOLIECC B PECHMPaTOPHOM TpakTe TpU BU-
pYCHOI WHMEKIUU TyTeM YMEHBIIEHUS BBIPAOOTKH
WHTEPJCHKUHOB-6, -8, pacTBOPUMBIX (POPM MOJEKYI
MexknerouHoi anresuu (ICAM-1). Umerorcs naHHbie
00 yCTOMYMBOM TIOBBIIIIEHUN YPOBHS CEKpeTOpHOTO IgA
Ha ¢doHe mnpueMa KapOOIMCTEMHA, COXPaHSIOIIEMCS
IJTATEJIbHOE BpeMsl TOocjie OKOHYaHUs jiedeHust [8, 12—
14]. B To Xe BpeMsl KapOouumcTenH MajodddeKTUBeH
P a3PO30JIbHOM TTPUMEHEHUU.

[MonoxuTenbHBIM CBOMCTBOM KapOOIIMCTEUHOB SIB-
nsteTcss 3(PpPeKT «ImocaeaeiicTBSI», a HEeTaTUBHBIM —
Tuioxast pacTBOPMMOCTb B Bojae, kuciasgs pH u He-
YIIOBJIETBOPUTEIbHBIC OPTaHOJIETITUYECKUE CBOMCTBA,
YTO TOTPEOOBaAIO pa3pabOTKU aAarTUPOBAHHBIX JieKap-
CcTBeHHBIX hopwm [1, 15].

B 3HauuTenbHOl Mepe m30aBiieHa OT HEraTMBHBIX
CBOMCTB KapOOLMCTEMHA €To JU3UHOBasl coib. Kap6o-
LUCTeMHa JU3UHOBast coib (Payudopt) Xopolro Bo-
JIOpacTBOpUMa, 4YTO obOecrieunBaeT ObICTpPOE W TMOJIHOE

OB30PbI JINTEPATYPbI

BcachIBaHMWE, a TakKXKe CIOCOOCTBYET HEWTpaIv3aiuu
kucinotHoctn (¢ pH3,0 mo pH6,8), uTo CyliecTBEeHHO
CHUXKAeT pPUCK MOOOYHBIX 3(P(PEKTOB CO CTOPOHBI Xe-
JIyoYyHO-KUIIeuHoro Tpakra. [loMumo storo, kap6o-
LIUCTEMHA JIM3MHOBAsI COJIb XapaKTepU3yeTcsl OBICTPBIM
dapMakoTMHAMWUYECKUM JEHCTBHEM, B KOPOTKHE CpO-
KA TPUBOAWT K HOpMaJM3allMi KOJWYECTBA, COCTaBa
W PEOJIOTMYECKUX CBOMCTB ceKpeTa, CITOCOOCTBYET TO-
JIOXKUTETHHBIM CIBUTAM (PYHKIIMOHATBHBIX TTApaMETPOB,
yIIydinaeT obimee cocTossHue OGosbHOTO [12, 16, 17].
BricTpoTa BO3AEHCTBHS TTO3BOJISIET MCIIOJB30BATh 3TOT
MYKOPETYJIATOP TPU OCTPBIX (popMax BOCHATUTETBHBIX
3a00JIeBaHUII PECTTUPATOPHOTO TpaKTa s MaKCUMallb-
HOTO OTpaHWUYeHUs WJIM TIPEeIOTBpAIlleHUs TUTIepCeKpe-
TOPHBIX HapyineHuit. [Tpr ocTpoit BocnaJnTeTbHOM Ta-
TOJIOTUM KYpPC JICYCHUST OOBIYHO COCTABIISIET S—06 THEN.

AHAJIOTUYHBIN ¢ KapOOLIMCTEMHOM CUHEPTU3M JIN3U-
HOBOI1 €T0 COJIU C AHTUOMOTHKAMU 3HAYUTEIBHO YBET-
YUBAET MPOLIEHT 3paaKaLMU OaKTeprii M CITIOCOOCTBYET
Oonee ObicTpoMy BbI3gopoBieHuto [18, 19]. Xopoimas
nepeHocuMocTb DryndopTa, BOZMOXHOCTb OTHOKPAT-
HOTO €T0 Ha3HaYeHUs B CYTKM 00eCTIeUMBaAIOT XOPOIIUIA
KOMIIJIAMHC U JIeal0T BO3MOXHBIM 1 6€30MacHBIM T -
TeJbHOE JIEYEHHE, UYTO C yuyeToM 3ddeKTa «mociencii-
CTBHST» OCOOEHHO BaXKHO MPU XPOHUYECKOU MaTOJIOTUN
[2]. Hopmanusaiius BI3KOCTH M 3JIaCTUYHOCTH CEeKperTa,
MYKOILIMUTMAPHOTO TPAaHCITOPTa COXPAHSIETCST B TeYeHUE
8—13 nHelt mocyie OKOHYaHUST 4-ITHEBHOTO Kypca Jieue-
Husa OnyndoproM. B cBI3M ¢ 3TUM TIPU XPOHUUECKUX
OpPOHXOJIETOUHBIX 3a00JIEBAaHUSIX PEKOMEHAYETCS M-
TeJbHBIN TIpUEM AAaHHOTO TIperapara 0 ONMMCAHHOMN
cxeme [1, 2, 15].

Pe3ynbraThl MpoBeAeHHOTO HAMU ¢ KOJUJIETaMU MHO-
TOLIEHTPOBOTO MCCIIEAOBAHUST TOKA3aIH 60Jiee BICOKYIO
KIMHUYECKYIO 3(P(EeKTUBHOCTh KapOOLUMCTEMHA JIM-
3UHOBOM COJIM B KayeCTBE MYKOPETYIUPYIOUIETO Cpel-
CTBa MO CPAaBHEHUIO ¢ MYKOJUTUKOM (AlIETUJILIMCTENH)
y JeTeil ¢ OCTPBIMU M TIOBTOPHBIMU PECITUPATOPHBIMU

4,50
4,00
3,50
3,00

< 2,50

T

= 2,00
1,50
1,00
0,50

0,00 T
Cyxue xpunbl

3,86

1,75*

BnaxHble Xpunbl

| mALL (r=15) DKIC (n=84) |

Pucynok. JInuTeabHOCTb CYXMX W BJIAXKHBIX XPHUIIOB B JIETKHX
y nereii ¢ OPBU HuxKHUX AbIXaTeJIbHBIX MyTeii, a TAKKe ¢ 000-
cTpeHneM OpoHxHaIbHOI acTvMbl Ha (hone OPBU B 3aBucumo-
CTH OT BH/IA MYKOJMTHYECKO Tepanmu.

AL — anernamucrenn; KJIC — kapOomucTenna JM3uHOBast
coJib. /I0CTOBEpHOCTD pa3IMyusl MOKa3aTeeii MeXIy rpynnamMu
no kputepuio Manna— Yurnu: *; ** — p<0,05.

(Cocmaesneno asmopom)
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Muszepruyruii F0.JI. KapOoLMCTeHBI B COBPEMEHHOI Tepariu 3a00J1eBaHUM JIETKUX Y JeTeit

MHOEKIUSIMA HUXKHUX JIbIXaTeJIbHBIX MyTei, a TakxKe
¢ obocTpeHreM OpOHXMAJIBHOM acTMBI JIETKOM W Cpeld-
Hell CTeleHM TsKeCcTH Ha (hOHE OCTpOil pecrmupaTop-
HOWl WH(peKuuu. Y MNaluueHTOB, TOJy4yaBIIMX KapOo-
LIMCTeMHa JM3WHOBYIO COJIb (CM. PHUCYHOK), ObICTpee
YMEHBIIAVCh BEIPAXKEHHOCTD BJIAXKHOTO Kallljist, 00beM
U TIepUOM MPOAYLUHUPOBAHUS MOKPOTHI (K 4—6-My JHIO
JICYEHMST) B OTJIMYME OT OONBHBIX, MOJYYaBIINX alleTUII-
mucrenH (p<0,05), a TakKe MOYTU B 2 pa3a CHU3UJIACh
MPOIOKUTENBHOCTh CyXUX (COOTBETCTBEHHO 3,8710,92
u 1,75%0,22 nus; p=0,02) 1 BAaXHBIX XpUIIOB B JIETKUX
(cootBercTBeHHO 3,6+0,85 m 1,57%0,24 nusa; p=0,02)
[20]. DTO MOXHO OOBICHUTH OOJIee BhIpaskeHHBIM MYKO-
PETYIASATOPHBIM 3(D(hEKTOM KapOOoUMCcTenHa JTM3UHOBOMN
COJIW TIPU JAHHOM MaTOJIOTHH.
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ONYUdhopt”

KapbouunctenHa nusnHoBas ¢

Yayumennsiii MykoPET'YJIATOP c npeBocxoasimeii 3¢pPpeKTHBHOCTHIO
B JIeYeHHH PECIIHPATOPHBIX 3a00I€BaHNii C BhIPasKEHHBIMHU
9KCCY/IaTUBHBIMH MIPOSABJICHUAMU

(

€ Myt cBoBoaHbI | | 4 Mpobku|

Onyporr

— = no 1 nakeTuky B ieHb 2,5 mn 2-3 p/peHb - ot 1 o 5 net

rpanyas c neT
T 5 mn 2-3 p/peHb - cTaple 5 net
\'&\ o 15 mn 2-3- p/pgeHb - cTape 15 net
N ~_
\ —@? % i

} B 1,7 pasa adpdeKTUBHEE CHMXKAET BNaXKHbIN NPOAYKTUBHbIN
Kallenb rno cpaBHEHWIO C aueTUNLUMCTENHOM

! B 3,5 pasa cunbHee CHMUXaeT BASKOCTb MOKPOTbI K 4-My [HIO Tepanuu

! KombuHaumA c a/6 B 2 pasa nosbiwaeT 3PPEKTUBHOCTb Tepanuu
N Ha 20% ycKopAeT BbI3A0OPOBEHNEe

? B 2 pa3sa ycKopAeT BOCCTAHOBMIEHME CyXa MNpu CEKPETOPHOM
OTUTE Y>XXe Ha 3-1 AeHb Tepanuu
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OPUINHAJIbHBIE CTATbU NMEPUHATOJIOIrNs U HEOHATOJIOIrns

I'ennepHbie KITMHUKO-UMMYHOJIOTHYECKHE OCOOEHHOCTH JIeTell C 3KCTPeMaJIbHO HU3KO#
MACCOH TeJia P POKIECHUN

I H. Yucmaxoea, JI.C. Yemvanueea, U. U. Pemuzoea, B.A. Jlanynos, U.A. la3uesa
PreY «Ypanbckuin HUM oxpaHbl MaTepuHCTBa 1 MnageHdyecTsa» Munagpasa PP, EkatepuHbypr, Poccus
Gender-related clinical and immunological features of extremely low birth weight infants

G.N. Chistyakova, L.S. Ustyantseva, I.1. Remizova, V.A. Lyapunov, I.A. Gazieva

Ural Research Institute of Maternal and Infant Care, Ministry of Health of the Russian Federation, Yekaterinburg, Russia

C nesibio BbISIBJIEHHS KJIMHUKO-MMMYHOJIOTHYECKHX OCOOEHHOCTEil B 3aBHCHMMOCTH OT 10Ja pe0eHKA MPOBENEHO O0CJelI0BaHHE
35 maabuukoB U 39 neBoYEK C IKCTPEeMAJIbHO HU3KOW Maccoil Teia npu poxiaeHun. Ipynmy cpasnenunsi cocraBui 31 1oHOIIEHHbII
HOBOPOZK/IEHHBII C HEOCIOXKHEHHBIM TeUeHHeM PAHHEro mepuojaa ajantanuu. MeToaoM NPOTOYHON MTOMETPHH ONpeesin KO-
JIHYEeCTBO CyOonomyisinmii iumM¢onuTos, muTOKHHNpoaymupywmux Kietok (CD3+INF-y+, CD3+ IL-4+), meTonom ummyHodep-
MEHTHOro aHamm3a — ypoBeHb UMTOKMHOB (IL-4, IFN-y) U KOHIIEHTpALMIO HEONTEPUHA B CHIBOPOTKe KpoBH. IIpn uccienosanum
noKa3areJjieil IMMYHHUTETa Y MAJIbYMKOB 0TMeYaoch yMenbieHue komyectsa CD3+, CD4+ u CD8+ cyonomynsiumii, CHUXKEHHOE
cozaepxkanne CD3+I1L-4+ Ki1eToK Npyu poXKIEHHH, a TAKKe HU3Kas npoaykuus IL-4 B 1-e cyTKy XKU3HH 10 CPABHEHHIO C JOHOIIEH-
HbIMHM HOBOPOXK/IEHHBIMH. Y JIEBOYEK PErHCTPUPOBAJIOCH MOBBIIEHHE YPOBHS HEONTEPHHA U colepkaHus B- kieTok B 1-e cyTkn
JKH3HH, KOJIMYECTBEHHbIE XapaKTepHCTUKH T-1MMGonuToB COOTBETCTBOBAJM MOKA3aTeIsIM Y JOHOIIEHHbIX eTeii. [1osydennsie pe-
3yJIBTAThI CBUAETEIBCTBYIOT 0 00/bIell (DYHKIMOHATbHOI He3pPeJoCTH MMMYHHO CHCTEMbI Y HeJJOHOLIEHHBIX MATbYUKOB.

Karoueevte caosa: HOb’OpOJK‘de‘HHble, IKCMPEemMAaibHo HU3Kas macca meaa, UMmyHumem, HeonmepuH, noaoesle pasnuqus.

Ans umtnposanus: Yuctakosa . H., YctesiHuesa J1.C., PemusoBa U.W., JlanyHos B.A., lasvnesa V. A. [eHAEPHbIE KITMHUKO-UMMYHOOMMYEeCKNe 0Co-
6eHHOCTY feTeli ¢ 3KCTPeMaslbHO HU3KOK Maccori Tena npuv poxaeHnn. Poc BecTH nepuHaton u negmatp 2016; 61: 5: 24-29. DOI: 10.21508/1027-
4065-2016-61-5-24-29

Examinations were made in 35 boys and 39 girls with extremely low birth weight in order to identify gender-related clinical and im-
munological features. A comparison group consisted of 31 full-term newborns with early uncomplicated adaptation. The investigators
determined the number of lymphocyte subpopulations and cytokine-producing cells (CD3+INF-y+, CD3+1L-4+) by flow cytom-
etry and the serum levels of cytokines (IL-4, IFN-y) and neopterin by enzyme immunoassay. A study of immunological parameters
revealed that the boys had a smaller number of CD3+, CD4+, and CD8+ subpopulations, a reduced content of CD3+IL-4+ cells
at birth, and low IL-4 production on the first day of life compared to the full-term neonates. The girls were recorded to have higher
levels of neopterin and B cells on the first day of life, the quantitative characteristics of T lymphocytes were consistent with those
in the full-term infants. The findings are indicative of the greater functional immaturity of the immune system in the preterm boys.

Keywords: newborn infants, extremely low birth weight, immunity, neopterin, gender-related differences.

For citation: Chistyakova G.N., Ustyantseva L.S., Remizova I.1., Lyapunov V.A., Gazieva I.A. Gender-related clinical and immunological features of ex-
tremely low birth weight infants. Ros Vestn Perinatol i Pediatr 2016; 61: 5: 24-29 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-24-29

HCCJ‘ICZ{OB&HI/IH MOCJIETHUX JECATUICTUI TIPOAEMOH-
CTPUPOBAJIA, YTO OCOOEHHOCTU COCTOSTHUSI WM-
MYHHOI CUCTEMBbI Ha 3Tare BBIXaXKMBAaHUS JETEN ¢ IKC-
TpeMaJbHO HM3KOW MAcCOW Tejia 3aBUCSIT HE TOJBKO
OT TeUEHMSI aHTeHATAJIbHOTO TepPHoJa, TeCTallMOHHOTO
BO3pacTa M MaccChl Tejia MPU POKAECHUM, HO W OT ToJjIa pe-
oenka [1]. [Toka3zaHo, uTo Hauano MoOJIOBOM nudhepeH-
LIMPOBKHU TTPOUCXOIUT C MOMEHTA 3a4aThsl, TP 3TOM OT-
MeUYeHO OO0JIbIlIee YMCIIO BRIKUABIIIEH TJIOI0M MYKCKOTO
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rnoJjla yke Ha paHHUX CpOKax OEepeMEHHOCTH, UTO CBSI-
3bIBAIOT C (haKTOpamMy puUCKa ISl 3J10pPOBbsI, aCCOLIMUPO-
BaHHBIMU ¢ HajquuueM Y-xpomocowmsl [2]. TTo maHHBIM
JIUTEPATYpPbl, MOJOBBIE THUCTO(MU3NOJIOTMYECKUE pa3iv-
YUst UMMYHHOM CUCTEMBbI, 00YCIIOBJICHHBIE KAPUOTUTIOM,
CBsI3aHBI C DKCIIPECCHUEil TeHOB ITOJIOBBIX XpoMocoM [3].
DTU TeHbl KOAUPYIOT crienuduueckue OeaKu, KOTopbie
YUYACTBYIOT B 3alycKe M PETYISLNU MEXaHU3MOB BPOXK-
JEHHOTO U aJalTUBHOTO MMMYHHOTO oTBeTa. K Takmm
0eaKaM OTHOCSITCS PEeLeNnTOpbl MHTEPJICHKUHOB, TOJI-
MOAOOHBIE PEUENTOPhI, TPAHCKPUITIIMOHHBIN (HaKTop
FoxP3 u mHOTHE npyrue [3].

ITpu BO3AEHiCTBUM Ha OEPEeMEHHYIO XEHIIUHY CTpec-
COpHBIX (paKTOpPOB (TecT03, HEOJIATOTIPUSTHBIE TICUXOCO-
LIMaJIbHBIE (DAKTOpbI, 00OCTpEeHHE XPOHUYECKUX COMa-
TUYECKUX 3a00JIeBaHMIA) MO BIUSHUEM KaTeXOJaMUHOB
M3MEHSIETCSl TeMIT pocTa TUIOa B CBSI3W C HapyllleHUeM
MaTOYHO-TIJIalleHTAPHOTO KPOBOTOKA, MPOTPECCUPO-
BaHUEM BHYTPUYTPOOHOI TMIOKCHM, TIPUYEM H3MEHe-
HUST TIPOMCXOOAT Iu(hepeHINPOBAaHHO, B 3aBUCUMO-
¢t oT 1osa pedbeHka [4, 5]. [lo maHHBEIM psima aBTOPOB,
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Yucmsaxkoea I H. u coagm. reHlleHble KIIMHUKO-UMMYHOJIOTUYECKUE 0CcO0EHHOCTH JIeTell ¢ SKCTPEMAILHO HU3KOM Maccoii Tena TIpA POXKICHUUN

MaJIbUMKHU ¢ 0YEHb HU3KOM MacColi Tejia poxXaarTcs B 00-
JIee TSKEJIOM coCTosTHUU [4, 6]. CMepTHOCTD Cpeay Hemao-
HOIIIEHHBIX MAJIBYUKOB B HECKOJIBKO Pa3 BBIIIE, YeM Cpe-
i neBouek (22% npotus 15%) [3].

B ennHunuHbIX paboTax mokazaHa 3aBUCHMOCTb KJle-
TOYHOTO COCTaBa MyMOBUHHOM KPOBM OT I0J1a 3I0POBOTO
JIOHOIIIEHHOTO pebeHKa. YCTaHOBJIEHO, YTO Y HOBOPOX-
JIEHHBIX JIEBOYEK OTMEYAeTCs] TOBBIIIEHWE YPOBHS JIeii-
KOIIUTOB, HEUTPODUIOB U TPOMOOILIMTOB O CPABHEHUIO
¢ MaJbuMKaMU, TPU 3TOM KOHIIEHTpAIWs SPUTPOLINTOB,
cojepkaHue reMorjao0MHa M ToKasaTeslb 'eMaTOKpuTa,
HaINpoTUB, IO0CTOBepHO HUXe [7, 8]. B nurepatype nume-
IOTCS TaHHBIE, YTO MAJIBYMKH XyKe afanTUPYIOTCS K Mpo-
1IeCCy pPOMIOB, UTO HAXOIUT CBOE OTpakeHue B OOJIblIei
KOHIEHTPAIMU LIMTOKWHOB, JIEHKOIIMTOB M TE€MOI03-
TUYECKHUX KJIETOK-TIPEIIICCTBEHHUKOB B TYMOBUHHOM
KpOBM JTOHOIIEHHBIX neteit [9]. OmpeneneHbl ITOJOBBIC
pa3Inuus B pPa3BUTUU MTPOBOCIATUTETHHOTO MMMYHHOTO
OTBETa Ha JIMTIOTMOJIMCaXapuabl TUIOJO0B MYXKCKOTO ToJia,
YTO CMOCOOCTBYET MPEXICBPEMEHHOMY pPa3pbIBY TLIOM-
HbIX 000J10uek [10]. BoisiByieH OoJiee BEICOKUIT PUCK 3apa-
sxeHust renaTutoM C y IeBOYEK, POXKICHHBIX OT MHOUIIN-
POBaHHBIX MaTepeii, 1Mo CpaBHEHUIO ¢ MajburKamu [11].

HesicubiM ocTaeTcst Borpoc 06 3(pHeKTUBHOCTU UM-
MYHHOTO pearMpOBaHUsI U pa3BUTHUM HeXXelaTeTbHbIX pe-
aKIIMiI1 Ha BaKLIMHALIMIO Y TITYOOKOHETOHOIIEHHBIX HOBO-
pPOXIeHHBIX [12].

B mocnenHune rombl M3ydyeHWIO KJIWHWUYECKOMW amar-
TallM U OTpeleSIcHUI0 MMMYHOJIOTMYECKUX TToKa3arTe-
JIeil y HOBOPOXIEHHBIX ¢ 9KCTpeMaIbHO HU3KOI Maccoit
TeJa TMOCBSIIEHO O0JbllIoe KoauyecTBo padot [13, 14]
(B TOM YMCJIe HECKOJIbKO AMCCEePTAlMOHHBIX UCClIeI0Ba-
HUIi B CTEHaX HaIlEro YYpexXIeHus ), Ha (poHe yero Heco-
MHEHHBII MHTEpEC TPENCTaBIsieT U3yueHne OCOOEHHO-
CTell CTAaHOBJIEHUSI UMMYHHOI CUCTEMBI B 3aBUCHUMOCTHU
OT TT0J1a peOeHKa.

Ileap uccinemoBaHmsi: OlleHKAa KJIMHUYECKOU ajari-
TallMi ¥ UMMYHOJIOTMUECKUX TOKa3aTejeil B MyIMOBUH-
HOI KPOBU JIeTel ¢ DKCTpeMabHO HU3KOW Macco Tenaa
MPY POKIEHUY B 3aBUCUMOCTH OT IT0JIa pebeHKa.

XapaktepucTtuka petei U MeToAbl UCCNeAoBaHNSA

ITpoBeneH peTpOCTIEKTUBHBIN aHAIN3 MEIUIIMHCKOMN
JIOKYMEHTalM1 (KapT KOHCYJITaTUBHOTO MpUeMa, MHI-
BUIlyaTbHbIX OOMEHHO-YBEJOMUTEIbHbBIX KapT OepeMeH-
HOM >XEHIUMHBI U POAUJBHUIIBI, UICTOPUI POJOB, UCTO-
puii pazButus pedeHka). [IpocrekTBHOE McciieqoBaHue
BKJIIOUAJIO OLIEHKY KJIMHUYECKOTO COCTOSTHUSI HOBOPOX-
JNIEHHBIX C 9KCTPEMaJIbHO HU3KOU Maccou Teyia, poauB-
mmxcsd Ha 24—31-i1 Hemese TecTalluM, M OIpeAccHIe
MMMYHOJIOTUYECKHUX MoKa3aTesieii MyrmoBUHHOM KPOBU.

JleTn ¢ aKCTpeMallbHO HM3KOW Maccoil Tejla ObLIN
pasnesieHbl Ha JBE OCHOBHBIE TPYIMbL: 1-s1 — Majlbuu-
ku (n=35), 2-1 — neBouku (n=39). Ipynmny cpaBHeHUsI
(3-s1) coctaBu 31 MOHOIIEHHBIT HOBOPOXIEHHBIN C He-
OCJIOXKHEHHBIM TeUEeHWEeM Tepuoa paHHel amanTaluu,
BBIMTMCAHHBIN TOMOI Ha 3—5-€ CyTKU KMU3HMU.

WccnenoBanuss mpoBOnwIM B 1-€ CYTKH XU3HU
(mynoBuHHasi kpoBb). KonnuectBo aumdoiuton omnpe-
NEJISTA METOJIOM ToJicueTa JeHKOUMTapHON (hOPMYJIbI.
NmMmyHobeHOTUTIMPOBAaHUE — JTUMQOIIMTOB  OCYIIECT-
BJISTM METOAOM ITPOTOYHOM JIa3epHON LIMTO(IyOpHUME-
Tpumn Ha aHanuzatope «FACS Calibur» ¢upmbr Becton
Dickinson (CILA) ¢ ucnoib3oBaHMEM HAOOPOB MOHO-
KJIOHAJIbHBIX aHTUTEJ TOTO K€ TPOM3BOAUTENSI, KOHDBIO-
rupoBaHHBIX ¢ (uoopocuenHuzornonaHatom (FITC)
n ¢dukospurpuHoMm (PE). Onpenensiniu KoJauuecTBO
cyononynsiimii tumdonuros (CD3+, CD4+, CD8+,
CD19+, CDI16+CD56+), ypoBeHb BKCIPECCUM pe-
LIETITOPOB, OTpaXalollMX CTeNeHb 3PEJOCTU KJIETOK
(CD45RO+, CD45RA+) B oOmieM mysne JUuM@OIUTOB,
a TakXe OLIEHWBAJIM KOJUYECTBO LMTOKMHIIPOIYLIMPY-
omux kiaetok (CD3+INF-y+, CD3+ IL-4+). YpoBeHb
uutokrHoB (IL-4, IFN-y) u comepxkaHue HeomnTepuHa
B CBIBOPOTKE KPOBHU OTPEAEIISIM METOIOM UMMYHOMEp-
MeHTHOTO aHamu3a (MMDA) ¢ nucronp3oBaHeM HaOOPOB
3A0 «Bekrop-bect» (Poccust), a Takke ¢ MOMOIIbIO Ha-
o6opoB ¢upmbl IBL (Tepmanus). [TocraHoBKa peakuuu
M OLIEHKA TTOJIYYeHHBIX PEe3yJIbTaTOB MTPOBOJAWIUCH B CO-
OTBETCTBUMU C PEKOMEHAAIMSIMU (DUPM-U3TOTOBUTENEH
peareHTOB. JleTeKi1io pe3yabTaToOB UCCAeI0OBAHUST TIPO-
BOJIMJIM HA UMMYHO(EPMEHTHBIX aHan3aTopax «Victor»
¢upmbr LKB Wallac u «Multiskan MCC/340» ¢dupmbl
Labsystems (OuHISTHIMS).

CraTucTtrueckyro o0pabOTKy pe3ybTaToB MPOBOIU-
JIU C UCTIOJIb30BAaHUEM IMAKETOB MPUKJIAJAHBIX TTPOTpaMM
Excel u Statistica 6. JlaHHBIe TIpeICTaBISAIN B BUIE Me-
nuaHbl (Me), HUKHETO M BepXHero KBapTuiei (25-ro
u 75-ro nmepueHtwieit, P25 u P75). CpaBHeHUEe KOJIM-
YECTBEHHBIX TPU3HAKOB MPOBOIMJIM C MCIOJb30BaHU-
em U-xputepnst MaHHa—YUTHU. YpOoBeHb 3HAYMMOCTU
MEXTPYIIIMOBBIX pa3inyuii ¢ yuyeToMm nomnpaBku bodep-
poHu npuHUMau pasHbiM 0,017.

Pe3ynbTaTtbl M 06CyXaeHue

JKeHIIMHBI, TIpeXIeBPEeMEHHO pPOIWBIINE HETel,
OBITM COTMTOCTABUMBI TTO BO3PACTY U CTPYKTYpe dKCTpare-
HUTAJBbHOU MaToJIOTMK. Y OOJIBIIMHCTBA KEHIIUH 00e-
WX UCCIeMyeMbIX TPy 6epeMeHHOCTh HACTYITIJIA eCTe-
CTBEHHBIM TyTeM, B 5,7 1 12,8% ciyyaeB — B pe3yibTaTe
MPUMEHEHHST BCTIOMOTATEbHBIX PETPOAYKTUBHBIX TeX-
HOJIOTUI OTHMM TIIonoM. [IpuMeHeHUe BCrioMoraTesib-
HBIX TEXHOJIOTUIA — 3KCTPAKOPIOPATbHOTO OTUIOAOTBO-
peHUs] U TOACAIKA 3MOpHOHA — TaKXe CIOCOOCTBYET
YBEJIMUEHUIO TOJIM JeTeil ¢ 9KCTpeMalbHO HU3KOW Mac-
coit Tena [15].

Y malmreHTOK OCHOBHBIX TPYIIIT aKyIIePCKUif aHaMHe3
OBIJT OTATOIIEH UCKYCCTBEHHBIMU TIPEPBhIBAHUSIMU Oepe-
MeHHOCTH (42,9 n 33,3% B 1-i1 n 2-if TpyIIax cCOOTBET-
CTBEHHO), TIPUBBIYHBIM HeBbIHaIMBaHUeM (5,7 u 5,1%),
CaMOTIPOM3BOJbHBIMKA BeIKMAbIIIamMu (17,1 u 12,8%),
p>0,05 Bo Bcex ciyuasix. TeueHue HacTosiieit 6epeMeH-
HOCTU y KEHIIWH, POAWBINUX AETE C 3KCTPeMabHO
HU3KOI Maccoii Teja, yallle COMPOBOXIAIOCH Yrpo30ii

POCCUVICKWIA BECTHUK MEPUHATOJIONMN U MNEANATPUM, 2016; 61:5

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2016; 61:5

25




npepbiBaHust GepemeHHoctn (54,3 u 61,5%), xpoHu-
yecKoil BHyTpuMaTouHou wuHbekumeir (17,1 u 23%).
JInarHo3 TpesKJIaMIICUU Pa3InIHON CTEIEeHU TSKECTH
CTAaBWICSI KaXIIOW BTOPOW >KEHIIMHE, POMUBIIEN HEIO0-
HOIIIEHHOTO pebeHKa, OHAKO CTATUCTUYECKU 3HAUMMBIX
pa3nmuuuii BBISIBIIEHO He ObuTo. HapyieHune mMaTouyHO-
MJIALIEHTAPHOTO KPOBOTOKA PA3JIMYHON CTEIEeHU TSKe-
CTU vYallle PEerMCTPUPOBANIOCH Y 3KEHIIWH, POAWBIINX
HEJIOHOIIIEHHBIX MajabuukoB (p>0,05). YxyniieHue ma-
TOYHO-TIJIALIEHTAPHOTO KPOBOTOKA MPUBOIUT K MOP(HO-
(byHKLIMOHATBHBIM M3MEHEHUSM B TUTALICHTE, BbI3bIBAsI
pa3BUTHE XPOHMUYECKOU IIIAIICHTAPHON HEMOCTaTOYHO-
ctu. bonee 4eM y TTOIOBUHBI XXEHIIIUH, POAWBIINX JAeTEi
C DKCTpeMaJIbHO HU3KOW Maccoil Tejla, permcTpupoBa-
JINCh CYOKOMIIEHCHpOBAaHHAs W JeKOMITEHCUPOBaHHAs
(opMBI XpOHUYECKOM TIIAllEeHTAPHON HEIO0CTATOUHOCTU
(B 71,4 n 66,7% nabmonenuii; p>0,05). YactuuHas ot-
cJI0iiKa HOPMAaJIbHO PACITOJIOKEHHOM TIIAleHThI Yalile
JMMarHOCTUPOBAJIACh Y KEHIIWMH, OepeMEeHHBIX eBOYKa-
mu (5,7 u 20,5% caydaes; p<0,05).

OrnepaTUBHOE poIopa3pellieHre ObII0 TIPOU3BEIe-
HO y 85,7 m 79,5% >keHIWH 1-i1 m 2-if TPy COOTBET-
crBeHHO (p>0,05). TlokazaHUsIMU K TOCPOUHOMY POJIO-
pa3pelIeHNIo CIIYKUIW TPEdKIaMIICUST CPeTHETIKETOM
U TSOKEJION CTEMeHU TSDKECTH, Cy0- M JeKOMITEHCALIUST
MaTOYHO-TIJIOAOBOTO KPOBOTOKA.

TecTallMOHHBIN BO3pacT AeTeil OCHOBHBIX TPYII CO-
craBun 28 (26—29) u 27,5 (26—29) Hen. Macca Tena
MpU POXIECHUHN 0OCTETyeMbIX MAJTbUMKOB M JI€BOYEK —
870 (790—918,25) u 830 (762,5-930) 1, nuHa Tena — 33
(31-35) u 32 (30—34) cm (p>0,05 Bo Bcex cayyvasix). Co-
rmacHo tabnuie Fenton (2003), aHTpomomeTpuyeckue
IIaHHBIE AETEU C SKCTpeMaJbHO HM3KOM Maccoit Tena 1-i
rpymmel B 31,4% ciiydaeB COOTBETCTBOBAJIM T'eCTALIMOH-
HOMY BO3pacTy, B TO BpeMsI KaK Bo 2-ii Tpytre B 59% ciry-
YyaeB OTMevaJicsl CUHAPOM 3aJepXKu pa3Butus (p >0,05).
CTaTUCTUYECKU 3HAYMMBIX Pa3JIMYMil TP OLIEHKE aH-
TPOTIOMETPUYECKUX TIOKa3aTeJieil MaJbuMKOB U JI€BO-
YeK He BBISBIIEHO, XOTS B JIUTEpAType UMEIOTCST TaHHbIe
0 OoJTBIIIEl Macce U IJTMHE TeJla Y HOBOPOXKICHHBIX MY3K-
ckoro moja [6]. ODHUM M3 MAaTOreHETUYECKUX 3BEHBLEB
CHHIIpOMa 3aIePKKH Pa3BUTHS TII0JA SIBJISIETCST HapyIe-
HUE MaTOYHO-TUTAIlEeHTapHOTO KpoBOoTOKa. Kpowme TorO,
STOT CHUHIPOM CBMIETENIBCTBYET O KIIMHUYECKOM IPO-
SIBIGHUM XPOHUWYECKOHN (peTorutalieHTapHO! HemocTa-
TOYHOCTH, TSDKECTh W YacTOTa BCTPEYAEMOCTH KOTOPOIA
TpY aHaJTM3e aKyIIepCKOTro aHaMHe3a MaTepeil ObLTH BbI-
cokumu (B 71,4 u 66,7% nabnonenuii, p>0,05).

B 94,3 u 84,6% cny4yaeB aetu 1-it u 2-if TpymnI po-
JIAJTUCH B TSDKEJIOM COCTOSTHMM, OYEHb TSKEJIOe COCTO-
SHUEe OTMeuaoch B 5,7 u 15,4% ciiyuaeB COOTBETCTBEH -
Ho (p>0,05). Ouenka mo mkage Anrap Ha 1-it u 5-i
MMHYTaX XU3HU cocTaBisuia 4 (3—5) u 6 (5—6) 6amioB
KaK Yy MaJIbYMKOB, TaK U y JeBOYEK. TSIKeCTh COCTOSTHUST
Obl1a 00YCIIOBIEHA OCTPOI ABIXaTeTbHON HETOCTATOYHO-
CTBIO 3a CYET CMHAPOMA JbIXaTeTbHBIX PACCTPONCTB, He-
BPOJIOTMUECKON CUMITTOMATUKOM, Yrpo30i peaau3anuu

OPUINHAJIbHBIE CTATbU TNEPUHATOJIOInNs U HEOHATOJ10OInsi

BHYTPUYTPOOHON WHMEKIINU, IKCTPEeMabHO HUBKOM
Maccoii Tena, HeJOHOIIIEHHOCTHIO.

B crpykType 3a00i€BaeMOCTH HENOHOIIEHHBIX JIe-
Tell mpeobyamana coueTaHHasT TaTtoyoTust. Pecrmmpatop-
HBII JAUCTPECC-CUHIPOM BCJIEICTBAE KOJUYECTBEHHOTO
neduimTa cypdakraHTa, TOITBEPXKICHHBI pPEHTIeHO-
JIOTUYECKU, BBISIBJISIICS Y BCEX JIeTeil BHE 3aBUCHUMOCTHU
ot moia. [To pe3ynbraTaM HelipocoHorpadun, y Bcex He-
JMOHOIIEHHBIX HeTell Oblla 3apeTHCTPUPOBAHA TsIKEast
epebpanbHasg uimeMusi. [To JaHHBIM JIUTEpaTyphI, IETH
C 9KCTpeMaJTbHO HU3KOW MacCo Tejla pa3IMIHbIX CPOKOB
recTalliy TMOABEPKEHBbI Pa3BUTHIO TIEPU- W/WJIM WHTpa-
BEHTPUKYJISIPHBIX KPOBOMBIUSIHUIM, TIPOUCXOISIINX B OC-
HOBHOM M3 COCYIWCTBIX CIUICTEHUI KeJyIOYKOB MO3Tra
MO0 M3 COCYIOB TePMUHATUBHOTO MaTpuKca (3apOibl-
IIEBOTO CJIOS TSI HEMPOOIACTOB, TIIMOOIACTOB U aHTHO-
0J1aCTMYECKMX 3JIEMEHTOB), KOTOPBIi 60raTo KpoBOCHa0-
xaeTcsd. OTHAKO COCYIbI €T0 ¢ IMUPOKUMU TPOCBETAMU
He UMeIoT 6a3abHOM MeMOpPaHbl ¥ MBIIIEYHBIX BOJIOKOH,
YTO CITOCOOCTBYET IMOBBIIIEHHON paHuMocTu [16]. BHy-
TPUXKETYIOYKOBbIe KpoBou3ausiHUs | crerenu B 1,6 pasa
yalie perMcTpUpOBaIMCh Y MaJbuMKOB, YeM Y JIeBOUYEK
(37,1% mpotus 23% cnydaes; p>0,05). Y HemoHOIIEH-
HBIX MaJlbYMKOB M JEeBOUYEK OblIa 3aperdcTpUpoBaHa
OIMHAKOBO BBICOKAs 4YacTOTa WHMEKIIMOHHO-BOCITATN-
TeTbHOM Matosornu (MHeBMOHMS B 48,6 n 59% cnydaes;
»>0,05), 3a UCKITIOYEHWEM MEHUHTUTA, KOTOPBII Y Majib-
YUKOB MUarHocTupoBajics B 14,3% ciydaeB (y meBouek
oH otcyTcTtBoBa; p<0,05). BosHUKHOBeHME TTHEBMOHUIA
y JAeTeil ¢ MEHBIITUM TeCTallMOHHBIM BO3PAcTOM CBSI3aHO
C HECOBEPIICHCTBOM LIEHTPAIBHOM PEryJSIUU IbIXaHusI,
HE3PeJIOCTHIO JIETOYHOM TKaHH, HETOCTATOYHO 0aKTepu-
LIUIHON aKTMBHOCTBHIO Ccyp(daKTaHTa, UTO O0YCJIOBIMBACT
MTOBBIIIIEHHYI0 BOCTIPUUMYMBOCTD HEJTOHOIICHHBIX JAeTei
K BO30yIUTESIM MHGMEKINI U pa3BUTUIO ITHEBMOHUM.

IMepeHecenHas TsoKesnass WIIEMUSI TOJIOBHOTO MO3ra
MMAarHOCTUPOBaHA TIO0 pe3yJbraTaM HeipocoHorpabun
B 100% ciydaeB B 006eux rpymmnax. BHyTpr:Key10uKOBbIe
kpoBomzusHus | u 11 cTeneHn y HeMOHOIIEHHBIX AeTEi
OCHOBHBIX TPYMI PETUCTPUPOBATIUCH ¢ OMMHAKOBOM Ya-
crotoii (54,3% npotus 50%, p>0,05), yacroTa BHYTpU-
KeJTynouKoBbIX KpoBousnusiHuii 11 crenenu 6wu1a comno-
craBuma (5,7% nipotus 5,1%; p>0,05).

WNMMyHONTOTMYECKME — WCCIEIOBAaHUST  TTOKa3allu,
YTO Y BCEX HETEN C BKCTPEMAIIbBHO HU3KOW Maccoi Tesa
B ITyTTIOBUHHOI KPOBU OTMevaiach jJelikoreHus (Tadm. 1).
AOCOJIIOTHOE KOJIMYECTBO JUMGOUUTOB U UX CyOro-
MyJIAIUNA Y IeBOYEK OCHOBHOM TPYIIIBI HE OTIMYATIOCh
OT aHaJIOTMYHBIX TApaMeTPOB y JOHOIIEHHBIX IeTel,
3a WCKJTIOUEHWEM YHUCJIEHHOCTH B-KIIeTok, comepkaHue
KOTOPBIX OBUIO CTATUCTUYECKW 3HAYMMO BBIIIE 3HaYe-
HUI JOHOIIEHHBIX JeTeil. Y MaJbuMKOB PErMCTPUPOBA-
JIOCh JIOCTOBEPHOE CHIKEHME aOCOJIOTHOTO KOJTMYECTBA
CD3+, CD4+ u CD45RA+ nonyssiiii OTHOCUTENbHO
ToKaszaTesieil He TOJBKO Y IOHOIIIEHHBIX HOBOPOXIICH-
HBIX, HO M Y HEJIOHOIIEHHBbIX JAeBOYeK. Takke HaOJO-
ajoch CHWXKeHWE comepXaHus T-IIMTOTOKCHUYECKUX
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Tab6auya 1. TlomynsAuoOHHBIA cocTaB JUMGOIMUTOB H YPOBEHb HEONTEPUHA B MYNOBUHHOI KPOBH JIeTeil C IKCTPeMaTbHO HU3KO#I

Maccoii Tena, Me (P25—P75)

1-s1 rpynma — MaJbuuKu

2-51 TpyIIa — IeBOYKH

3-g rpynmna

Moxazaren, (n=35) (n=39) (noHOUIEeHHBIE AT, n=31) p
Jletikouutel, *10°/1 6,0 (4,38—7,5)* 5,5 (4,28—-7,35)* 12,55 (10,18—14,89)
Jlnmdoruter, © 10°/n 4,41 (3,61-6,41) 4,42 (3,14-9,04) 4,49 (3,67—5,05)

CD3, +10°/n 1,56 (1,31—-1,84)* 2,59 (1,56—3,48) 2,79 (12,25-3,51) 0,01
CD19, *10°/n 0,59 (0,53—0,82) 1,11 (0,72—1,45)* 0,51 (0,31-0,64) 0,01
CD4, + 10°/n 1,03 (0,80—1,33)* 1,75 (1,2-2,05) 2,17 (1,47-2,9) 0,01
CDS8, +10°/1 0,56 (0,35—-0,9)* 0,68 (0,39—1,01) 0,77 (0,59—1,04)
CD16/56, «10°/n 0,56 (0,29-0,73) 0,55 (0,31-1,41) 0,57 (0,35—0,85)
CD45RO, *10°/n 0,12 (0,10-0,23) 0,18 (0,14-0,33) 0,23 (0,16—0,35)
CD45RA, *10°/n 2,0 (1,53—2,69)* 2,93 (2,05—4,06) 3,89 (2,77—4,23) 0,01

21,19 (13,25-24,56) 30,7 (23,9-42,4)* 25,6 (20,76—27,82) 0,01

Ipumeuanue. *p<0,017 — cTaTUCTUYECKK 3HAYMMbBIE PA3IMUYKS C JOHOLIEHHBIMA HOBOPOXIECHHBIMU; p — YPOBEHb 3HAUMMOCTHU PasIuyuUit

HeonrepuH, HMOIB/1

MeXy 1-if 1 2-ii TpyTinaMu.

JUMOOLIUTOB Y MAIBYMKOB OTHOCUTENIBHO MoKaszaresei
IPYMIbl CPABHEHMUSI.

BaxHoli xapakTepucTUKOil myna mnepudepruueckux
JUMGOLIUTOB SIBJISIETCSI €r0 AHTUIEHHBIN pernepryap.
«HauBHbBIE» KJIETKM OTBEYAIOT 32 pa3HOOOpa3ue pernep-
Tyapa, a KJIETKM MaMmsiTh OOEeCreyuBaloT MOBBIILIEHHOE
HayaJibHOE KOJIMYECTBO JIUM(DOLMTOB /51 OTHOCUTEIBHO
HEOOJIBILIOTO YHKCa 3HAKOMBIX IMaTOr€HOB. YMEHbIIe-
HUE KOJIMYECTBA <«HAWBHBIX» KIJIETOK CBHUICTEHCTBYET
0 CHUXXEHUM MpoleccoB npoiudepannu JuMbOLUTOB,
YTO TPUBOAMUT K 3amna3fdblBAHWIO WMMYHHOIO OTBETa
Ha MpoHUWKawIIMe B opraHu3M aHTureHsl [18]. Creno-
BaTeJIbHO, CHUXKEHUE YPOBHS 9KCIPECCUU ITOTO MapKe-
pa Hapsity ¢ yMeHblleHneM uuciaeHHoctu CD3+, CD4+
u CD8+ nuMbOouUTOB y HEAOHOIIEHHBIX MalbuMKOB
CBUIIETEJILCTBYET O HU3KOU nuddepeHIIupoBKe U Mpo-
JndepaTUBHON aKTUBHOCTH KJIETOK MMyMOBUHHOMN KPOBH.

JpyruM TrokasaTteieM, OTpPaKarollM aKTUBHOCTh
KJIETOUHOTO MUMMYHUTETA, SIBJISIETCSI HEOINTEepPUH, KOTO-
pBIi TIPOAYILIMPYETCSI aKTUBMPOBAHHBIMU Makpoddaramu.
CornacHO JaHHBIM JIMTEpPaTyphl, TOBBIIIEHHOE COAEp-
>KaHWe HeONTepUHA B CBIBOPOTKE KPOBU PETrUCTPUPYETCS
Y JIOHOIIIEHHBIX HOBOPOXKIEHHbBIX C TTIepUHATATbHBIM T10-
paxenuem LIHC [20]. B npoBeneHHOM Hamu ucCleno-
BaHWU, HECMOTPSI Ha HaJIMUME TSKEJION liepedpaibHOM
WIIEMUU Y HEAOHOIIEHHBIX JIeTeil 000UX TO0JIOB, YBEJIM-
YeHUE YPOBHSI HEOTTepUHA MPU POXKIECHUN PErUCTPUPO-
BaJIOCh TOJIBKO Y IEBOYEK.

st ouieHKM (PYHKIIMOHAJIBHON aKTUBHOCTA UMMYHO-
KOMIIETEHTHBIX KJIETOK M3YUYeHO colepXaHWe LMTOKWH-
nponyuupytomux kietok (CD3+IFN-y+ u CD3+I1L-4+)
u ypoBHeHb 1IUTOKMHOB (IFN-y, IL-4) B cbiBOpOTKE Ty-
noBuHOM KpoBu (Tabi. 2). Conepxanue T-1umdo1nTos,
crnioHtaHHo cuHTesupyromux [FN-y u IL-4, y neBouek

Ta6ﬂuua 2. Co;lep)l(a}me HUTOKUHNPOAYIMUPYOIIHUX KJIE€TOK U CHIBOPOTOYHBIX IIUTOKUHOB B l'lyl'lOBPll-[HOﬁ KPOBH Y HOBOPO2KJICHHBIX

¢ 9KCTpeMaIbHO HU3KOii Maccoii Tena, Me (P25—P75)

wew  Meomsmee  wmeoes | e
CD3 L IEND T enoHT % 1,89 (1,07-2,9) 3,18 (1,66—4,37) 2,11 (1,02-5,74) 0,011
CD3+IL-4+ crion., % 1,2 (0,68—2,28)* 2,1 (1,05-3,47) 3,23 (2,06-5,91)

Sngf;”; (I:‘jl"z;/ CLBAHILAR 2,15 (1,0=3,0)* 2,0 (1,09-3,0)* 0,65 (0,43—1,02)

CD3+IFN-y+ ctim., % 4,49 (1,41-6,0) 3,77 (1,4-8,88) 3,45 (2,14—7,46)

CD3+IL-4+ crum., % 2,72 (1,473 ,85)* 3,32 (1,54—4,95)* 3,89 (3,27—10,1) 0,03
CCT%HYFCI;GY JEDERlL 2,76 (1,3-3,16)* 1,3 (1,23—2,25)* 1,0 (0,58—1,38) 0,03
IFN-y, i/t 11,38 (9,75—13,0)* 7,0 (5,45-9,3)* 12,71 (10,69-20,0) 0,001
IL-4, rir/won 0,89 (0,5—1,63)* 2,4(2,02-2,9) 2,67 (2,26-3,18) 0,001
IFN-y/IL-4, yor.ex. 10,0 (6,41—21,28)* 3,6 (2,76—4,92)* 4,06 (3,11-5,92) 0,001

Tpumeuanue. *p<0,017 — cTaTUCTUYECKMN 3HAUYMMBIE PA3TMUUsS C JOHOMIEHHBIMU HOBOPOXIEHHBIMU; p — YPOBEHb 3HAUUMOCTH Pa3IUINil
MexXny 1-ii 1 2-ii rpyrnnaMu; CriOHT. — CIIOHTAHHbIM, CTUM. — CTUMYJIMPOBAHHbIM.
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C DKCTpEeMaJbHO HM3KOW Maccoii Teja He OTIMYaloch
OT TIOKa3aresieil y TOHOIIEHHBIX feTel. Y MaJbuuKOB OT-
HocutenbHoe KonmuyectBo CD3+IFN-y+ nmuMmdounros
ObLJIO CHUXEHO TOJIbKO MO CPaBHEHUIO C TMOKa3aTessiMu
y JIEBOYEK TOTO XK€ TeCTAllMOHHOIO BO3pacTa, a MPOLEHT
CD3+IL-4+ kneTok ObLT 3HAUMMO HUXKE aHAJTOTUYHBIX
rokasaTeJieil TpyIIbl CpPAaBHEHUSI. Y BCeX IETei ¢ IKCTpe-
MaJbHO HU3KOW Maccoi Tejla OTMEYaJIOCh MOBBIILIEHHOE
3HAUYE€HUE UHAEKCA MOJSIPU3ALUU OTHOCUTEIbHO MOKAa3a-
Tesieil y MOHOIIeHHBIX AeTell. CTaTUCTUYECKU 3HAYUMBbIX
pazauuuii B cooTHouleHUu T-1uMbOUUTOB, MPOAYLH-
pYIOLIMX MPO- U MPOTUBOBOCHAIUTENbHbIE ITUTOKUHBI,
Y HOBOPOXJEHHbIX 1-ii 1 2-i1 TPYIIIT HE BBISIBIECHO.

IMpu cTUMYASIUMU UMTOKMHIPOAYLUMPYIOIIUX KJle-
TOK Y HOBOPOXIEHHBIX OCHOBHBIX TPYII OTMEYaIOCh
CHUXEHME TIpolleHTHOro coaepxaHue CD3+I1L-4+
KJIETOK M ToBbllIeHHOEe cooTHowmeHne CD3+IFN-y+/
CD3+IL-4+ nonynsiuii OTHOCUTENbHO MoKa3zaresei
IPYIIbl CPABHEHMUSI.

Conepxanue cbiBoporouHoro [FN-y y Bcex apereit
OCHOBHBIX TPYMI ObLIO CTATUCTUYECKU 3HAYMMO HUXKE,
YEeM y IOHOUIEHHBIX HOBOPOXIEHHBIX. [Tpu aTOM Y Masib-
YUKOB HabJ0Aa0Ch CHUXeHue ypoBHs IL-4 oTHocu-
TeJIbHO MOoKa3aTtesieil y [eTeil rpyrnmnbl CpaBHEHUSI U HOBO-
POXIEHHBIX JIEBOYEK. 3HAUEHUE MHJEKCa MOJsSIpU3alum
LUTOKUHIPOAYUMPYIOIIMX KJIETOK y MaJbUMKOB, Ha-
MPOTUB, MPEBBINIAIO MOKA3aTENN Y TOHOIIEHHBIX JeTel
1 HOBOPOXK/IEHHBIX 1-1i TPYIIIbI.

3aknovyeHue

Jletn, poXIeHHbIE C 3KCTpeMabHO HM3KOW Maccoit
Tejla, BHE 3aBUCUMOCTH OT TOJIOBOW TMPUHAMIEKHOCTU
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Prevention of disability in preterm infants in otorhinolaryngology
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IIpencrapiensl 0CHOBHBbIE MPOOJeMbl cO cTOpPoHbI JIOP-0praHoB y HeJOHOLIEHHBIX JeTeil, MPUBOIAIIME B JAATbHEHIEM K UX HH-
Baauau3anuu. [1oxuepkHyTO, 4TO HEIOHOIEHHbIE JeTH HAXOAATCS B IpyMne PUCKA MO DIyXoTe H TyroyxocTu. CHMKeHHe cayxa
y peGenka B Bo3pacte 0 1 roga npoBoUMpYET 3aJeP:KKY NMpPeAPeueBoro U peyeBoro pa3sBUTHs, YTO 3aTPYIHSET ero COUUAIbHYIO
ananranyio. Boieckasannoe onpezedsieT 0oJiee TIIATEIbHOE TUHAMIYECKOE HAOJIIO/IEHHE 32 PA3BUTHEM CJIYX0BOi (DYHKIMH ¥ peun
Y HeIOHOLIEHHDIX JIeTeil Pa3JMYHOro reCTAMOHHOTO BO3PACTA B T€UEHHE NMEePBbIX 3 JIeT KU3HU.

Karouesnie caosea: nedoHoueHbLil pebeHOK, MY20yX0cmb, NAMoA02Us NOAOCMU HOCA, npedpeuegoe pazgumue, COYUANbHAL a0anmayus.
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The paper presents common ENT problems in premature infants, which lead to their disability in the future. It is emphasized that
premature babies are in a group at risk for deafness and poor hearing. Decreased hearing in an infant under the age of 1 year provokes
prespeech and speech developmental delays that complicate his/her social adjustment. The aforesaid determines a more thorough fol-
low-up of the development of auditory function and speech in preterm infants of different gestational ages during the first 3 years of life.
Keywords: preterm infants, poor hearing, pathology of the nasal cavity, prespeech development, social adjustment.
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HSBCCTHO, YTO 3a MOCJEeTHME NECATUIECTHS] B CBSI3U
C BO3CMCTBUEM psila HEOJArONpUsITHBIX (DaKTOPOB
(poheccroHanbHbBIE BPETHOCTH, YPOBEHb 0Opa3OBaHUS
poauTeseii, KypeHue, alKoroau3M, BO3pacT MaTepy MOJIO-
ke 17 u crapire 30 set, «1eULIMTHOE» MUTaHUE OepeMeH-
HOW KeHIIWHBI U Ap.) [1, 2] MpOIEHT HeBbIHAIIMBAHUS
OepeMEHHOCT! 3HAYMTENIBHO YyBeauumicda. Ilo maHHBIM
skcrieproB BO3, ou ceifuac cocrasnser 5—18% [3, 4].
B nostHOI Mepe 3TO OTHOCUTCS U K Halllei CTpaHe.

B To xe Bpemst mpoucxozasiue B Poccun MogepHusa-
LIHSI POAVITBHBIX IOMOB, CTPOUTEIECTBO COBPEMEHHBIX Tie-
pUHATANBHBIX LIEHTPOB, aKTUBHAsI TTOATOTOBKA KaapOB MO-
3BOJISIIOT HE TOJBKO CHM3UTh HEOHATATbHYIO CMEPTHOCTD,
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HO Y BBIXaXXMBaTh TOpa3io 0OJIbIIe HEMOHOUIEHHBIX AeTei
C HU3KOU M BKCTpeMaIbHO HU3KOM Maccoii Tena. PoxaeH-
HbIIl paHbllle CpoKa (PU3MOJOTUYECKUX POIOB peOEHOK
B 3TUX YYPEXACHUAIX MOTYYAET CIIELUATU3NPOBAHHYIO MeE-
JTUIIMHCKYIO TIOMOIIb cpasy Xe rocie poxiaeHust. OqHako
WMEHHO 3TOT KOHTUHTEHT JIeTel C OCIIOXKHEHUSIMU TIEPU-
0J1a HOBOPOK/IEHHOCTH B IaJIbHEHIIIEM COCTABIISIET OCHOB-
HYIO TPYTIITY pUcKa 10 MHBAJIUAN3AIIMY B IETCKOM BO3pac-
Te [5]. B HacTos1IEe BpeMsI TPOLIEHT MHBAJIMIHOCTH CPEIN
JeTel, POXIEHHBIX C HU3KOW W IKCTPEMATbHO HU3KOU
Maccoii Tenia, octaeTcst BeiIcokuMm — ot 10 1o 50% [6]. DTo
CBSI3aHO TaKKe C MHOXECTBOM paHHUX U OTIAJEHHBIX OC-
JIOKHEHUI HEeOHATaJbHOTO W TEPUHATAIbLHOTO TEPUOIOB
[6]. K coxaneHuto, ciieyeT OTMETUTh, YTO Jaxe TP OT-
CYTCTBUM SIBHBIX WHBAJIMIWU3UPYIOLINX HapylIEeHUN B5TU
JIETU TIOTIaIaloT B TPYIIIY pHCKa MO BO3HUKHOBEHUIO CO-
MaTU4YECKOM, HEBPOJIOTUYECKOM, CEHCOPHOW 1 IPYToi ma-
ToJioruu [5].

B TeueHue moutu Bcero mepBOTO rofa KU3HU Y TaKUX
HOBOPOXIEHHBIX COXPAHSIIOTCSI U3MEHEHUsI CO CTOPOHBI
OpOHXOJIETOYHON CHUCTEMBbI, HECTaOWJIBbHOCTH TEeMOIU-
HaMUKHW, CKJIOHHOCTh K BMPYCHO-0aKTepHaJbHON WH-
dexmm, BbICOKAs 4acTOTa pa3BUTUSI paxuTa, aHEMWHU,
TUCGHYHKIIMU XKeJTyI0YHO-KUIIIEYHOTO TpaKTa, JUCKUHE-
311 XeTYeBBIBOISIIMX yTel U T.1. Kpome Toro, y 6071b-
IIMHCTBA U3 HUX UMEIOTCS TIPOOJIeMbl CO 3pEHUEM U Tie-
puHaranbHoe nopaxeHue LIHC. [TonsiTHO, 4TO 3TN NeTn
HYXIAITCSI B 0COOOM BHMMAaHWU CO CTOPOHBI MEIMKOB
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bocomunvcruii M. P. u coasm. HpO(i)I/IJ'[aKTI/IKa VHBAIMIU3AMY HEJOHOUIEHHBIX JIETEN B OTOPUHOJIAPUHTOJIOTUN

u oodimectBa B 1ejgoM. OaHAaKO Ha CETOMHSIIIHUI JeHb
y Hac B CTpaHe OTMeYaeTcsl 3HAYUTETbHBIN pa3pbiB MEXKIY
HayYHO-O0OCHOBAHHBIMU M BHEIPEHHBIMU B TIPAKTUKY
CITEeIMATU3UPOBAHHBIX KIIMHUK BBICOKMMU TEXHOJOTUSIMU
BBIXaKMBAHUSI HEJTOHOIIEHHBIX IETe W IOCIeAyIOIINM
MX HaOJIIOIeHUEM B 00111ei aMOy1aTOPHO-TTOTUKJIMHUYEC-
Koli cetu [7].

HenoHolreHHbIE AETH pa3TUYHOTO BO3pacTa B HACTO-
sfiee BpeMsT HaXOISITCSI B BeIEHWM Bpaueill pasTuIHBIX
cnenuraiabHoCcTel, B ToM uucie n JIOP-crmenmanucros.
B cBs131 ¢ 3TUM MpodrIaKTHKAa MHBATUAN3ALNT U CBOEB-
peMeHHas peabWINTALMS TaKUX JeTel CTAHOBUTCS BaXK-
HOM1 Mpo06sIeMOil B OTOPUHOJIAPUHTOJIOTHH.

[Tpo6aema maronoruu JIOP-opraHoB Bo3HMKaET C ca-
MOTO MOMEHTa POXIEHHMS HEIOHOIIEHHOTO pebeHKa.
IMepBast U3 HUX — MATOJOTMYECKHE M3MEHEHUs T0JIO-
CTH HOCA W HOCOTJIOTKU B CBSI3U C JUTMUTEIbHBIM TIPUMeE-
HEHUEM MCKYCCTBEHHOM BeHTUIsALMU jerkux u CPAP!-
Tepanuy TIPU TSKEIOM U KpaiiHe TSKEJIOM COCTOSTHUM
HEIOHOIIIEHHBIX AeTel [8].

Jleno He B HapylIEHUM HOCOBOTO IBIXaHUs, a B TOM,
YTO JIETU HE MOTYT B 9TOT MepUoJ cyniectBoBath 63 CPAP-
Tepaluy, Haxomsch Ha Hell Mecsuamu. Mcmonb3yembie
npu CPAP GuHazaibHbIe KaHIOJM 0Ka3bIBalOT MTOCTOSTHHOE
JIaBJICHUE Ha TIEPETOPOJKY HOCa M He3pesible MATKUE TKaHM,
YTO TPUBOIUT K TIPOJIEKHSIM, BILIOTh O HEKPO3a MSITKUX
TKaHe# (puc. 1), nHOrAa 1axe K puHOTEHHOMY cericucy [9].

Kpome Toro, y nmeTeil BOZHMKAIOT TaKWe ITATOJOTH-
YecKre M3MEHEHUs TOJOCTU HOca M HOCOTIIOTKM, Kak

Puc. 1. letn nepsbix cyTok xu3uu Ha CPAP-tepamuu, cpok
rectamun 30 He.

a — I crenenb moBpexIeHuii (runmepemMusi);

0 — MOBePXHOCTHAs A3BA KOXKHO-NEPENOHYATOl YACTH mepe-
TOPOJIKH HOCA;

B — CTaJIus A3BEHHBIX M3MEHEHHIl KOKHO-EePENnoOHYATOi YaCTH
neperopoiKu HOCAa ¢ PACHpOCTPAHEHHEM HA YeThIPEXYrOJIbHbII
XSl

r — III cTenenn noBpexneHuii (HEKPO3 KOKHO-NEPENIOHIATOM
YACTH MEePeropoaKu HOCA).

! Metoauka caMOCTOSITEIbHOTO IbIXaHUs TIO MOCTOSIHHBIM T0JI0-
KWUTEJbHBIM JaBJICHUEM.

CUHEXWU CIU3KMCTOI Hoca, aTpodus TIepermoHYaToi YacTh
TIePEropOIKN HOCa, 3arajieHre Kpblla Hoca U JIp. (puc. 2)
[9, 10]. ITpu 5TOM YacTOTa BBISIBICHUS 1 CTETICHD TSIXKECTU
TpaBMaTHUYECKMX MOBPEXKACHUN MSTKUX TKaHeil 06paTHO
TIPOTTOPIIMOHAIIBHBI CPOKY TECTAllU ¥ Macce Teia.

Puc. 2. Tlarojiornyeckne H3MEHEHHS IMOJOCTH HOCA MNOCJe
CPAP-Tepamuu.

a — arpodusi KOXKHO-TIePenoHYaTol YacTH NMeperopoaku Hoca
10 YeThIPEXYTroJIbHOTO XpsAIa y pedeHka B Bo3pacte 1 rox 5 mec;
0 — omyIeHue XpsIna NpaBoro Kpblia Hoca ¢ nedopmanueii Ha-
PYKHOTO HOCa y pedeHka 3 Mec haKTHIECKOM KIU3HH.

B Hacrosiiiee Bpemsi pa3paboTaHbl HOBbIE METUIIMH-
CKME€ TEXHOJIOTUU T10 KOMIUIEKCHBIM JieueOHO-TIpodu-
JIAKTUYECKUM MEPOTIPUSITUSM TTOCTTPAaBMATUYECKUX W3-
MEHEHUI HOca Y HOBOPOXIEHHBIX AETeil, HaXOMSIINUXCS
B OT/IEJICHUSIX peaHMMallMM U UHTeHCUBHON Teparnuu [11].
B Hux nonpoOHO onrcaH KOMIUIEKC AeMCTBUIA, HarpaBIeH-
HBIX Ha TMPeNOTBpaIeHUE SITPOTeHHBIX U3MEHEHUI CO CTO-
POHBI HOCA W MHCTPYKIMS K TPUMEHEHHUIO CIEeNaTbHOTO
npotekTopa it CPAP (martent Ne2411920) [12] (puc. 3).
Takoe paHHee mpoBeneHHE JTe4eOHO-MPOPOUIAKTUUECKUX
MEepOTPUSITUI CHUXKAET YaCTOTY TPaBMaTUYECKUX TTOBPEXK-
JeHnii Hoca Ha 51%, mpu 3TOM 4YacToTa 00pa30BaHMS TI0-
BEPXHOCTHO s13BbI cHUKaeTcst Ha 40,6%, HeKpo3a KOXHO-
MepenoHYaTol YaCcTu neperopoaku — Ha 26,8% [13].

— " ’ 17 -

Puc. 3. HazanpbHasi KaHIOJII — TMPOTEKTOP Y HEIOHOIIEHHOTO
pedenka, noay4amomero CPAP-tepanuio (momioxkka ykazaHa
CTPEJIKOIA).

Hapsiny ¢ TpaBMaTUUECKIMU TIOBPEXKACHUSIMA MSATKHIX
TKaHel, y HeITOHOIICHHBIX NeTell BBISIBIISTIOTCS OCOOCH-
HOCTU TEUCHUS TIATOJIOTUUECKUX TPOIIECCOB B CPEIHEM
yXe, TIPOLIEHT KOTOPBIX JOCTATOUHO BBICOK — 42% [14].
IIpu atoM ciemyer ykazaTh, uTo y 10% HEIOHOIIEHHBIX
SKCCYTAaTUBHBIN CPETHUI OTHUT IMPOTEKAET NOCTATOYHO TSI~
KeJIO U B TaTbHENIIIeM HeOOXOIMMO TIPOBEICHIE XUPYPTH-
YEeCKOTO BMeEIIaTeIbcTBa (TUMITAHOITYHKITUW WJTH TITYHTH-
poBaHMs1 GapabaHHOI TiepenioHku) [14]. beccumnToMHoe
TEUeHUE BDKCCYNATUBHOIO CPEIHEro OTUTa, OTCYTCTBUE
CBOEBPEMEHHO YCTAHOBJIEHHOTO JMAarHo3a 1 Je4eHuUsl MO-
TyT TIPUBOAMTH K CTOWKUM M3MEHEHUSIM B CPEIHEM yXe
U Pa3BUTHUIO TYTOYXOCTU YK€ B PaHHEM JIETCKOM BO3pac-
Te, YTO B 3HAUUTETBHON Mepe OYIeT 3aTPYyIHSTh Pa3BUTHE
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1 cOlMaJIbHYI0 afanTaiuio pederka [15].

He meHee akryanbHOI Mpo0ieMoli B HACTOSIIIEe Bpe-
Ms$I SIBJISIETCSI BBICOKMI PUCK pa3BUTHUSI CECHCOHEBPAIbHOM
TYrOYXOCTW U TJIYXOThl Y HEAOHOIIEHHBbIX aeteit. [lpu-
YUHAMM JTAHHOW MaTOJOTMU YacTO CTAHOBSATCS: TUIIEp-
ounupyouHemus [16], HU3Kash WU BKCTpeMalbHO HU3-
Kast Macca Tena [17], 3agepxka BHYTpUYTPOOHOTO pocTa
[18], BHYTpuyTpoOHast wHbeKIuUs (IIMTOMerajJoBUpyC-
Hasl, XJlaMyauitHas1, repriecBupycHas) [19], mpumeHeHune
OTOTOKCHYECKUX TMpernapaToB (aHTUOMOTUKOB aMUHO-
IJIMKO3WIHOTO M TJIMKOIENTUIHOTO psifa, JUYPETUKOB
U IP.) B CBSI3U C TSDKEJIBIM TEUEHHUEM COMYTCTBYIOIINX 3a-
6oneBanuii [20] u npyrue paktopsr [6].

10.C. UmanoBoii u coaBt. (2012) mokazaHo, 4To, Ha-
psiny ¢ GU3MOJIOTUYECKUM (TpPaH3UTOPHBIM) CHUKEHM-
eM ciyxa [21], BO3HMKAIOIIUM BCJIEJCTBUE HE3PETOCTH
CJTyXOBOTO aHaIM3aTopa 1 Mcue3alolnM K 1 romy XK1u3HHU,
Vv 5% HemOHOIIIEHHBIX IeTell BCe K& COXPaHSETCS TYTro-
YXOCTh WJIM TJyXOoTa (Y4TO COBMaaaeT ¢ JAaHHBIMU MMU-
poBoii nuTepaTtypsl). [IprueM maHHBIN BUA CHUKEHUS
clyxa MpakKTUYeCKU He TOAJaeTCss KOHCEPBAaTUBHOM Te-
panuu u TpedyeT paHHeil peadunutaunu. CoBpeMeHHbIE
METOMbI UCCIIEIOBAHUST CJTYXOBOTO aHaM3aTopa y JaeTei
no 1 roma XXu3HU (BBICOKOYACTOTHAs TUMITAHOMETPUSI,
OTOAKyCTUYECKasl IMUCCHUSI, UCCAEIOBAHUE CITyXa METO-
JIOM CTallMOHAPHBIX M KOPOTKOJATEHTHBIX BBI3BAHHBIX
MOTEHIIMAJIOB) MO3BOJISIIOT UCCIEA0BATh €ro nepudepu-
YECKU, TPOBOTHUKOBBIN U IIEHTPATbHBIN OTAENHI.

B 2012 r. xadenpoit oropunonapurronorun u HUJI
netckoil otopuHoaapunaronoruu PHUMY um. H.U. [1u-
porosa coBmecTHO ¢ 'BY3 «Mopo3oBckasi neTckasi ro-
ponckasi KJIMHMYecKass OOJIbHUIIa» ObUIM pa3paboTaHbl
aJITOPUTMbI UCCIIEIOBAHUS CIYXOBOW (DYHKLIMM Y HEIO0-
HOIIIEHHBIX JIeTel pa3HOTO reCTallMOHHOTO BO3pacTa U Me-
TOAMYECKNE PEKOMEHIAIIMU 110 MCCIETOBAaHUIO CIIyXOBOM
(byHKLIMY y HeOHOIIIEHHBIX AeTeit [22, 23]. B pekomeHma-
LIMSIX BBOIUTCS TIOHSITUE ayIMOJIOTUYeCKOr0 MOHUTOPUH-
ra y HeIOHOIIEHHBIX IeTel, YKa3bIBAIOTCSI CPOKU U 3TAllbl,
BUIIbI MCCJIETOBAaHUI M MECTO TPOBEACHUs 00Ciea0Ba-
HUI CITyXOBOW (PYHKLIMU. Y HENOHOIIEHHBIX JIeTeil Bax-
HO OIpeNeUTh TOMUKY MOpaXeHUs clyxa yxXe B TepBbIe
MecsIIIbl XKU3HU, TaK KaK CBOEBPEMEHHO HauaTasi peabu-
JINTALUST BaxkHa JUIsl (DOPMUPOBAHUSI peueBOl (PYHKIIMU
U TipenynpekaeHust QopMUpoOBaHUST Y HUX TIIYXOHEMOTHI.

PanHuMit Bo3pacT — TepuoJ MHTEHCHBHOTO pa3BU-
TUSI BCeX Tcuxuuecknx @yHkimii. OCHOBHOE ITOCTH-
JKeHUEe B3TOro Tepuoja — OBJIaZieHUE pevyblo, KoTopas
CTaHOBUTCS (DyHIAMEHTOM JIJIsl JTaJIbHENIIEeT0 pa3BUTUS
pebenka. IloaToMy HEOOXOAMMO BOBpEMsI 3aMETHUTh,
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JIUKO-TIEIATOTUIECKOTO COMPOBOXACHUST YK€ C TEepPBBIX
MecsIIeB XU3HU pebeHKa, HallpaBJieHHasl Ha paHHee BbI-
SIBJIEHWE HapYIIeHUI clTyXa U IPYTUX (haKTOPOB, BEAYIINX
K HapymeHusiM paszButus. MccnenoBanusmu M.B. Pax-
MaHOBO# U coaBT. (2014) rmokaszaHo, 4TO B OOJIBILIMHCTBE
CJIydaeB y HeIOHOIIEHHBIX IeTel BBISBIISIETCS OTCTaBaHKE
IO BCEM TOKAa3aTesIsIM TICUXUYECKOTO Pa3BUTHSI: MOTO-
PUKU, 3PUTETBHOTO M CIYXOBOTO BOCIIPUSATHS, KOMMY-
HUKAaTUBHO-TTO3HABATEJIbHO W 3MOLIMOHABHOW cdep,
MpeapedeBoil U pedeBOil akKTUBHOCTU. CTereHb 3TOTO
OTCTAaBaHUSI pa3Has U 3aBUCUT OT CJIECAYIONINX TPUYMH:
OTSITOIIIEHHOTO aHaMHe3a pebeHKa, HaJIUuYUusI U CTereHU
TSDKECTH TIepuHaTalbHOM maToyiorun, 3peiaoctu LHHC
U COXPaHHOCTM CEHCOPHBIX (DYHKIMH, COMATUYECKOTO
cocTosTHUA. TyrOoyxXoCcTh M TiepWHATAJbHOE TMOpakeHHe
IIHC npuBoasT y HENOHOIIEHHBIX AeTeil K 3ajepiKKe
TMICUXOMOTOPHOTO Pa3BUTHsA. Jlaxe TpaH3UTOPHBIE Hapy-
IIEHUS CTYXOBOM (DYHKIINY Y HEJOHOIIIEHHBIX IETe mep-
BBIX MECSIIIEB KU3HU IMPOBOIIMPYIOT TOPMOKEHUE Tpepe-
YeBOTO Pa3BUTHSI, YTO MPU OTCYTCTBUU COOTBETCTBYIOIINX
3aHSATUI TTPUBOIUT K TPYOBIM HapYyIICHUSIM peud W He-
BO3MOXKHOCTH K afanTallli B COLIMAIbHOI cpefe [6].

B cBs3u ¢ 3TMM BO3pacTaeT pojib TECHOTO B3aWMO-
NEeWCTBUSI OTOPUHOJAPUHTOJIOTa-ayIMojiora, HeBpoJjora
W JIOTOTIeIa B pellieHNH JaHHOU Impo0ieMbl. CBoeBpeMeH -
HOe ayauoJIoruvyeckoe o0ciieoBaHUE HEIOHOIIEHHOTO
pebeHKa M TapauleJIbHO TIPOBOAMMAS PAHHSS TICUXOJIO-
ro-Tiearornyeckasl JUarHOCTUKA SIBIISIIOTCS HaumbOoJee
3P HEKTUBHBIM CPEACTBOM BBISIBJICHUST, TIPEAYTPEKACHUS
1 KOPPEKLIMY HapyIIeHUs PeueBOTo pa3BUTH [6].

Takum oOpa3om, yuuTbiBasi MOPPOGYHKIIMOHAIbHYIO
HEe3peJIOCTh BCEX OPTaHOB U CUCTEM HEJIOHOIIEHHOTO pe-
OeHKa, a TakxKe BO3JeilcTBUe psiia (akTopoB, BeleHUE
TaKUX JeTeil CAeqyeT OCYIIEeCTBISATh KOMITJIEKCHO C JMHA-
MHWYECKUM HaOJIIoJeHUEM M 00CIeIOBAHUEM Y BCEX CIie-
LIMATUCTOB, B TOM YUCJIe U OTOPUHOJAPUHTOJIOTOB, B Te-
YeHMe TTePBBIX TPEX JIET KU3HU. DTO B KAKOI-TO CTETIEHN
MTO3BOJIUT HE TOJTBKO COXPAHUTh KU3Hb HETOHOIIEHHOMY
pebeHKy, HO 1 M30eXaTh MHBATUAN3ALINU, CTATh ITOJTHO-
LIEHHBIM 3JI0POBLIM YWIEHOM OOIIECTBa.
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OPUINHAJIbHBIE CTATbU HACJIEAQCTBEHHbIE BOJIE3HU

AJITOPUTM JMATHOCTHKH X-CleNIeHHbIX (hopM YMCTBEHHO# OTCTAJIOCTH Y JAeTei
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An algorithm for the diagnosis of X-linked intellectual disability in children

V.Yu. Voinova'3, S.G. Vorsanova', Yu.B. Yurov?, I. Yu. Yurov>*

'Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical
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X-cuenyieHHasi YMCTBEHHAs] OTCTAJIOCTb — KJIMHHYECKH M TeHeTHYeCKH reTeporeHHasi rpynna HacjeACTBeHHbIX 3a00JeBaHuid,
00YCJIOBJIEHHBIX MYTAIMAMH, JIOKAIM30BAHHBIMM HA XpomMocoMe X, MPUBOASIIAMHA K HAPYIIEHHUI0 MHTE/UIEKTYAIBHOTO PA3BUTHS.
B paGore BnepBble onpeneseH ynenabhblii Bec (6,54%) X-cuenyieHHbIx 3a00/1€BaHuii B CTPYKTYpe YMCTBEHHOW OTCTAJOCTH Y Jie-
teii. PazpaGorana cucteMa KoJIM4eCTBEHHO! OLEHKH TSKECTH KJIMHUYECKHX NMPOSIBJIEHHIl NPU CUHIPOMAX JIOMKOH XpoMocombl X
u Perra. Hayyno o6ocHOBaHa cucTeMa NMPOrHO3MPOBAHMS TSKECTH KJIMHMYECKMX NMPOSIBJIeHHi X-clemieHHsix ¢opM yMCTBEH-
HO#M OTCTAJI0OCTH, OCHOBAHHASI HA aHAJIM3€ BJIUSHUS FeHETHYECKUX M SMHUreHeTHYeCKuX (hakTopoB (TUNA M MONOKEHHS MYTAlUM,
HHAKTUBAIMU Xpomocombl X). OmnpenesieH BKJIaA HeCTy4aiiHO! X-MHAKTUBAIMA B KIMHUYECKHI MOIMMOP(U3M Pa3amdHbix (hopm
X-cuUenieHHoii YMCTBEHHOIi OTCTAJIOCTH, YCTAHOBJIEHA €€ POJIb KAK 3HAYMMOro JUATHOCTHYECKOro Mapkepa naroJjoruu. [loka3zano,
YTO HCCJIe0BAHNE MHAKTUBALMU XPOMOCOMBI X MO3BOJISIET BBISBJIATh ACHMITOMATHYECKHX HOCUTEIbHUIL X -CHEIIEHHbIX MyTALMi
ISl MEMKO-TeHeTHYECKOro KOHCYJIbTHPOBaHU ceMeii. Pa3padoTan airopuT™ JMArHOCTHKY X-CUEIUIEHHOI YMCTBEHHO# OTCTAJI0-
cTH cpeau HeauddepeHIMPoBaHHbIX (GOPM HAPYIIEHHIT ICUXUYECKOTO PAa3BUTHS JeTeil.

Karouesvte caosa: demu; X-cueniennas yMcmeeHHas omcmanocms, CUHOPOM YMCIMBEHHOU OMCMAAOCIU, CYENAEHHOU ¢ AOMKOU XPO-
mocomoti X; cundpom Pemma; unaxkmueayus xpomocomol X.

Ansa umtuposanus: Bon+osa B. (0., BopcaHosa C.T., IOpos (0. 5., IOpoB W. 0. Anroputm guarHocTuku X-CLenieHHbIX OPM YMCTBEHHO OTCTaIOCTN
y aetei. Poc BectH nepuHaton v neamnatp 2016, 61: 5: 34-41. DOI: 10.21508/1027-4065-2016-61-5-34-41

X-linked intellectual disability (XLID) is a clinically and genetically heterogeneous group of hereditary diseases caused by muta-
tions on the X chromosome, which lead to impaired intellectual development. The paper determines for the first time the proportion
of X-linked diseases (6.54%) in the pattern of intellectual disability in children. A system has been developed to quantify the clinical
severity of fragile X mental retardation syndrome and Rett syndrome. A system has been scientifically justified to predict the clinical
severity, which is based on an analysis of the impact of genetic and epigenetic factors (mutation type and location, X chromosome
inactivation). The authors have determined the contribution of nonrandom X inactivation to the clinical polymorphism of various
forms of XLID and established its role as an important diagnostic marker for pathology. It is shown that the study of X chromosome
inactivation can identify asymptomatic female carriers of X-linked mutations to provide medical genetic counseling to families. An al-
gorithm has been elaborated to diagnose XLID among the undifferentiated forms of mental developmental abnormalities in children.

Keywords: children, X-linked intellectual disability, fragile X mental retardation syndrome, Rett syndrome, X chromosome inactivation.

For citation: Voinova V. Yu., Vorsanova S.G., Yurov Yu.B., Yurov I.Yu. An algorithm for the diagnosis of X-linked intellectual disability in children. Ros
Vestn Perinatol i Pediatr 2016; 61: 5: 34-41 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-34-41

)i -ClIeTJIeHHasl yMCTBeHHas oTcranocTh (X-linked in-
tellectual disability) mpencrasisieT co00it KTMHUYECKH
1 TEHETUUYECKU TEeTePOTCHHYIO TPYIIITY HACJIEICTBEHHBIX
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Bopcanosa Csemiana [puropseBHa — 1.0.H., pod., pyK. 1abopaTtopuu MOJeKy-
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nm. 10.E. Bensruiuesa

125412 Mockaa, yia. Tangomekas, 1. 2

FOpos FOpwuii Bopucosuy — 1.6.H., ipod., pyK. 1ab0paTOprK LLMTOTEHETUKH U Te-
HOMMKM HayuHOro LeHTpa NCUXUYECKOTO 310POBbsI

FOpoB MBaH FOpbeBuy — 11.6.H., 1ipod., pyK. 1abopaTtopuu MOJIEKYJISIPHOI reHe-
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3a00J1€BaHUI, OOYCJIOBJIEHHBIX MYTalUSIMU, JIOKAJIU30-
BaHHBIMM Ha XpoMocoMe X M MPUBOIAIINMM K HapyIlle-
HUIO MHTEJUIEKTYaJIbHOTO pa3BuTHs. CymMMapHasi yacToTa
JMaHHBIX 3a00J1eBaHMIl B Mmomysiiiiu BapbupyeT ot 1:1000
o 1,8:1000 [1, 2]. TTpobaema X-cuernjeHHON yMCTBEH-
HOW OTCTaJlOCTM YPE3BBIUAMHO aKTyaJllbHa He TOJIBKO
13-3a ee BBICOKOW PacipOCTPaHEHHOCTH, HO W B CBSI3U
C TeM, YTO OHa COIMPOBOXIAETCST TSKEJBIM TTOpaXkeHHeM
HEPBHOI CUCTEMBI M BeIET K TTyOOKOI MHBATUIHOCTH.

C KIMHWYECKUX TIO3MIUK X-CLUEIJIEHHYIO YM-
CTBEHHYIO OTCTaJIOCTh MPUHSITO Pa3feisTh HAa CUHIPO-
MaJIbHYI0 M HECUHIPOMAaJbHYIO (HecTneunuduIecKyro)
[3]. [Ipu cuHOpOMAaNBHBIX opMax IPU KIMHUIECKOM
ocMoTpe pebeHKa, J1a0opaTOpHBIX U (PYHKIIMOHAIb-
HBIX MCCIIEIOBAHUAX OOHApPYKMBAIOT pa3TWIHbBIE aHO-
MaJilii, TIOMHUMO HapyIIeHU! WHTeJIeKTa. BolbHbIe
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Bounosa B. IO. u coasm. ATTOpuT™ TMATHOCTUKY X-CLETUIEHHBIX (DOPM YMCTBEHHOI1 OTCTAIOCTH Y IeTeii

C CUHAPOMaIbHBIMU (hOpMaMU MOTYT MMETb Hapylle-
HUs (HU3UYECKOTO Pa3BUTHUS, TTOPOKU Pa3BUTUS MO3ra
U IPYTMX OpraHoOB, KOMILIEKC MUKPOAHOMAaJIUi, HEBPO-
JIOTUYECKNE CUMIITOMbI, OCOOEHHOCTH TIOBEIECHUS, Me-
Tabonuyeckue paccrtpoiictBa. [lpn HecMHIpPOMaTbHBIX
¢dopmax X-ClEINJIEHHONW YMCTBEHHOW OTCTaJOCTU 3THU
MPU3HAKA OTCYTCTBYIOT W HaOJIOJaeTCs M30JIMPOBaH-
Hasi yMCTBeHHasi otctajocTh [4]. CremyeT OTMETUTb,
YTO JeJeHWEe Ha CUHIPOMAaJbHbIE U HECHHIpPOMaJIbHbIC
(opMBbI TIATOJOTUM HE SIBISIETCS CIEU(UIHBIM TOJIBKO
11 X-CLETJIEHHONW YMCTBEHHOM OTCTaJIOCTH, a UCMOJIb-
3yeTCsl U B OTHOIIIEHUU €€ ayTOCOMHBIX (hOpM.

Jlo cux mop CyIIeCTBYIOT TPYAHOCTH JMArHOCTH-
KU X-CLIETUIEGHHOW YMCTBEHHOW OTCTaJOCTU Cpenu
HenudhepeHUMPOBAaHHBIX  HApyILIEHU  WHTEJJIeKTa,
He orpejiesieHa 3TUOJIOTUST MHOTMX 3a0o0JieBaHUI JaH-
HOW TPYIIMbI, HEAOCTATOYHO HM3y4YeHa pPOJib WHAKTHBA-
uu XpomMocoMbl X B (hOPMUPOBAHUU KIMHUUYECKOTO
nosumMopdusmMa X-CLEIJeHHOH YMCTBEHHOW OTCTajio-
CTH, a TaKXKe aCUMIITOMATUYECKOTO HOCUTEIbCTBA MY-
Taiuii  X-CLIETJIEHHBIX TEeHOB, YTO 3aTpydHSIET TIpo-
BeleHWe MEIUKO-TeHEeTUYEeCKOTO KOHCYJIBTUPOBAHMS
U ompene/ieHne reHeTUUYeCKOro pucka BO3HUKHOBEHMSI
MOBTOPHBIX CJIy4yaeB MaToJIoruu. B CBsI3M ¢ BbIIEU3II0-
JKeHHBIM 1I€JIbI0 HACTOSIIIIETO MCCeloBaHUs Oblia pa3-
paboTka cucTemMbl paHHei 3(GhEKTUBHON TUarHOCTUKU
X-cueruieHHbIX (hOpM YMCTBEHHOM OTCTaJIOCTM Ha OC-
HOBE MOJIEKY/ISIPHO-TEHETUUECKOT0, 3MUTeHETUYECKOTO
(MccrienoBaHue MHAKTUBAILIMU XPOMOCOMBI X) U MOJIEKY-
JIIPHO-LIMTOTEHETUUECKOTO aHajM3a KJIMHUYECKOTO TOo-
JuMopdu3zmMa pa3TuIHbIX (POPM MATOJIOTUU.

XapaktepucTtuka petei U MeToAbl UCCNeAoBaHNSA

B ocHOBy paboThI MOJIOXKEHO KOMIUIEKCHOE KIIMHM-
Ko-reHeTnuyeckoe obcnenoBanue 703 gereit B Bo3pacrte
ot 3 Mec 0 18 neT ¢ X-cuenaeHHoiH yMCTBEHHOU oTcTa-
JIOCTBIO, BBISIBJIEHHBIX cpenu 10749 GonbHBIX ¢ Henuddhe-
PEHIIMPOBAHHBIMU (hOpMaMU HapyIIEHU WHTEJIEKTA.
HaGntonanuch et ¢ MOHOT@HHBIMU X-CIHETJICHHBIMU
CUHIPOMaMH,  TPOSBISIOIIMUMUCS  TPEUMYIIECTBEH-
HO Y TE€TEPO3WTOTHBIX JIEBOUEK, TAKUMU KaK CUHIAPOMBI
Perra, bnoxa—Cynbubdeprepa, Aiikapau, [onsria u np.
(n=441), MOoHOTeHHBIMU X-CLETJIEHHBIMU 3a00J1eBaHUSI-
MM, TIPOSIBIISTIOIIUMUCS TIPEUMYIIECTBEHHO Y TeMU3UTOT-
HBIX MAJIBYUKOB — CHHIPOMAaMU JIOMKOW XPOMOCOMBI X
(FRAXA), Xantepa, Kopduna—Jloypu, Onuiia—Kasen-
xua, Cumncona—lonabu—bemens u ap. (n=208). Kpo-
Me TOro, o0cienoBaHbl 36 OOMBHBIX CO CTPYKTYPHBIMU
MHMKPOAHOMAaJUSMU XpoMOCcOMBI X U 18 nmeteit ¢ HecHH-
JIPOMaJTbHBIMU  (hopMaM¥  X-CLETIJICHHOW YMCTBEHHOM
OTCTaJIOCTH.

HMcmonb30oBaanch KIMHUKO-TeHEATOTUIECKHIA,
(yHKUIMOHATbHBIE, IIUTOTEHETUUECKU, MOJIEKYISIPHO-
LINTOTEHETUYECKHE U MOJIEKYISIPHO-TeHETUUECKIE METO-
nbl. J1ns moBeieHust 3pOeKTMBHOCTA KITMHUYECKOMN 1~
arHOCTHUKH B XOJIe MCCIIEIOBAaHMS pa3paboTaHbl CUCTEMBI
KOJIMYECTBEHHON OLIEHKW TSKECTU TeUYeHHWs HaumboJjee

yacThIX X-CUEIJIEHHBIX ()OPM YMCTBEHHOM OTCTAaTOCTH —
CUHIIPOMOB JIOMKOWM XpoMocombl X M Perra. JlaHHBbIe
CUCTEMBbI TIPEICTABIISUIM COOOIl paHTOBBIC IIKAJIbI, pa3-
paboTaHHbIE Ha OCHOBAaHMM aHa/M3a (peHOTHIA OOJTBHBIX
C YKa3aHHBIMU 3a00JieBAaHUSIMU, W BKIIOYAIA OLEHKY
TICUXOJIOTUYECKOTO ¥ HEBPOJOTUYECKOTO CTaTyCOB, KOM-
TIeKkca MUKpOaHOMAaJIMI, MPU3HAKOB MOPaKEeHUST COeTM-
HUTEJIbHON TKaHU, a TaKXKe aHTPOIIOMETPUUYECKHUX TTOKa-
3aTesieil (Bcero 25 mpu3HaKkoB sl cuHapoma Perra u 23
MpU3HaKa Uil CMHApoMa JIoMKoi xpomocombl X). Illka-
JIBI TIOCTPOEHbBI TAKUM 00pa30M, UTO YUUTHIBAIOT HE TOJIb-
KO HaJIMuMe, HO M BKCIPECCUBHOCTD KaXI0TO MPU3HaKa,
OlIeHKa KOTOpPOi BKJIOUaeT 4yMcio rpagauuii or 0 mgo 5
OayutoB. 11T OLIEHKU TSKECTU COCTOSTHUS peOeHKa Ipo-
BOJIMJIOCH CYMMMpPOBAHME KOJMYECTBa OaylJIoB, COOT-
BETCTBYIOIIMX KaXJIOMYy M3 CUMITTOMOB. PaspaboTaHHbBIE
IIKaJIbl MCIOJb30BAIMCh HAMU C LEIbI0 MCCIIEeTOBaHUS
KJIMHUYECKOro mosumMopdusma 3a001eBaHUN U 3aBUCU-
MoOCTH (DeHOTUTTUYECKUX MPU3HAKOB OT T€HOTUMA 0O0JIb-
HBIX.

MonekynsipHO-TeHeTUUECKHNE, LIMTOTeHETUYEeCKU I
U MOJIEKYJISIPHO-LIMTOTEHETUIECKUE METO/bl ObLIM pa3-
paboTaHbl U OCYIIECTBIISUIUCH B JJTAOOPATOPUSIX MOJIEKY-
JISPHOM ITUTOTEHETUKU HEPBHO-TICUXMYECKMX 3a00JeBa-
auit HUKW nepmatpum M LUUTOTEHETUKU W T€HOMHUKU
ncuxuyeckux 3abosieBaHuii HayuHoro 1ieHTpa ricuxmye-
ckoro 3n0poBbst PAMH [5]. Onpenenenue Myraiuii reHa
MECP2 npoBoAanIOCh ¢ TIOMOIIBIO MPSIMOTO aBTOMATH-
yeckoro cekBeHupoBaHus. [lpm anammse unciaa CGG-
MOBTOPOB B MpoMoTope reHa FMR 1 ucronb30Bajiv METOJ
noaumepasHoii uenHoii peakiuu (ITLP) c nocaenyoimmm
KanmuuIIpHBIM 3JIEKTpO(ope30oM B TOJUaKPUIAMUTHOM
reige. AHaliM3 OCOOCHHOCTE WMHAKTHUBAIIMM XPOMOCO-
Mbl X ObUI OCHOBaH Ha METUJIYYBCTBUTEJIbHOM PECTPUK-
1ur (QJIAHKUPYIOLINUX TOCIeN0BaTeIbHOCTEN IKCITaHCUU
TpuHyKIeOTUIHBIX (CAG) -MOBTOPOB MHTpOHa 1 reHa
aHaporeHoBoro perienTopa (AR) ¢ mocaenyonmM KO-
yectBeHHBIM [T P-ananuzom. [1pu ananuze MmetadazHbix
XpOMOCOM, TIOJYYEHHBIX M3 KYJIbTUBUPOBAHHBIX JIMM-
¢ouuToB nepudepuueckoil KpoBu, MPUMEHSIIUCH METO-
nbl G- u C-okpamuBanus. st mpoBeaeHUsT CepUitHOM
CpaBHUTEIbLHOW T€HOMHOW THUOpUAU3AMKM (CepuitHOM
CGH) ucnonbzoasicst HaHouut Constitutional Chip® 4.0
¢upmbl Perkin Elmer, KoTopsiii O3BOJISIET CKAHUPOBATh
reHoMm c paspetieHueM 0,5—1 MJIH NMapHyKJIeOTUIOB (ITH)
u umeeT 6oiee 600 BAC npo6 Ha xpomocomy X [6].

TIpumeHsIMCh CcTaHAApTHBIE METOMbI CTATUCTUYEC-
Kol 00paboTku: mporpamma gaHHbix SPSS (Statistical
Package for Social Sciences), BKitouaro1iasi CraHIapTHbIE
METOJIbI TSl MEAMKO-OMOTOTMYECKUX UCCIeOBaHUIA.

Pe3ynbTaTtbl M 06CyXaeHue

Ouenka ynenbHOro Beca X-clUenjJeHHOH YMCTBEHHOM OT-
CTAJIOCTH

Cpenu 10749 nereit ¢ HapylmleHUSIMU WHTEJUIEK-
Ta, HaOmomaBIIMXcS B KIMHUKax HayuHo-uccneno-
BaTEeJIbCKOTO KJIIMHUYECKOTO WHCTUTYTa TIeMUATPUM,

POCCUVICKWIA BECTHUK MEPUHATOJIONMN U MNEANATPUM, 2016; 61:5

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2016; 61:5

35




BeIsIBIICHBI 703 (6,54%) pebeHKa ¢ X-CIETTICHHBIMY 3a-
OosieBaHUSIMU. YIEJbHBIN BeCc HauOoJiee 4acTbix (hopM
X-CLIeTUICHHO ~ YMCTBEHHOW OTCTaJIOCTM  COCTaBUJI
s cuHapoma Perra 4,28% cpenn neBoYek, a I CUH-
JIpOMa YMCTBEHHOI OTCTaJIOCTH, CLETUIEHHOM ¢ TOMKOU
xpomocomoit X, — 4,16% cpenn MajJbuMKOB. BhICOKMIt
VIOCNBbHBIN Bec X-CIETUIEHHONW YMCTBEHHOW OTCTasio-
CTU ¥ HamboJjiee YyacTo BCTpevaronmxces ee GopM orpe-
JIeNISIeT aKTyaJbHOCTb WCCAETOBAaHUN HTaHHOW TaToJIO-
ruu. CoracHO JaHHBIM JIUTEPaTyphbl, YAETbHBINA Bec
X-ClIeTUTIeHHBIX (hOPM YMCTBEHHOM OTCTAJIOCTH OLIEHU-
BaeTcsa Kak 10—12% [7]. T1puunHa 6onee HU3KOI (BBI-
SIBJICHHOI HaMM 110 CPAaBHEHUIO C OXXMIAEMOIT) 4aCTOTOM
MTaTOJIOTHU 3aKJTI0YAETCS B CJIOXKHOCTH MACHTUMDUKAIIUN
cyJyaeB HECUHIPOMAJIbHBIX (OpM, Hepaclo3HaBae-
MBIX KJIMHUYECKMMM METOJAMU. YIelabHbI Bec 6,54%
B OOJIbIIIEH CTETIEHN OTpaXkaeT 9acTOTY CUHIPOMAIbHBIX
dopM X-ClernIeHHO YMCTBEHHOUN OTCTAJOCTH, HeEXe-
J marosioruu B 1esioM. CliegoBaTeslbHO, 3HAYUTEIbHAS
4YacTh ciaydyaeB X-CUEIMJEHHOW YMCTBEHHOW OTCTaJOCTU
ocraetcsa B rTpynne HeaubdepeHIIMPOBaHHBIX (OPM.
B c¢Bsi3u ¢ 3TUM MpeAcTaBasieTcsl 0C000 3HAYMMBIM TT0-
HCK J1a00paTOPHBIX TMaTHOCTUIECKUX MapKepOB, OOIINX
IJIST JAaHHOM TpyMIibl 3a00JeBaHUii, U pa3paboTKa aua-
THOCTMYECKOTO aJITOpUTMa JJIsT X-CIEeTUIEHHON YMCTBEH -
HOW OTCTAJIOCTH.
T'eHeaiormyecKue HCCIEAOBAHUS B CEMbAX ¢ X-CHENJIeHHOI
YMCTBEHHO# O0TCTAJIOCThIO

IIpoBemen anammu3 595 poOHOCHOBHBIX  AeTel
¢ X-CUEIMJIeHHOM YMCTBEHHOIW OTCTaJOCThIO, BKITIOYAB-
mmx cBeaeHus o 19789 mummBunyymax (tadm. 1). [ene-
aJIoTMYecKoe MccleqoBaHNe UMeNI0 HauboJibllee 3Haue-
HUE B CEMbSIX OOJIBHBIX C HECUHIPOMaTbHBIMU (hOpMamMu
natojornuu (n=18), MOCKoOJAbKY X-CUEIUIEHHBI XapakK-
Tep HACJEIOBAHWS HAPYIICHWI WHTEIEKTa CITYKUJT
eIMHCTBEHHBIM KPUTEPHUEM, COTIACHO KOTOPOMY B 3THUX
ceMbsIX Oblla WACHTU(ULIMPOBAHA X-CLEIUICHHAs yM-
CTBEHHAsT OTCTAJIOCTb.

OPUINHAJIbHBIE CTATbU HACJIEAQCTBEHHbIE BOJIE3HU

Kak BugHO 13 Tabs. 1, reHeaJoruyecKuii aHaanu3 Ma-
JIOMH(MOPMATUBEH B IUArHOCTHKE X-CLEMJIEHHBIX CUH-
JIPOMOB, MPOSIBIISIIONINXCS MPEUMYIIIECTBEHHO Y TeTepO-
3UTOT: TOJIBKO B OfHOM U3 354 cemeii ¢ cuHnpomoM Petra
n ogHo# 3 13 cemeii ¢ cuaapomom bioxa—Cynbidepre-
pa 3aboJieBaHNEe BCTPEUATOCH O0JIee YeM y OTHOTO MHIIU-
BUIyyMa, a B OCTAJTbHBIX OBIJIO CrIOpaandeckKuM. B To Xe
BpeMsl TeHeaJIOTMYeCK1ii aHaJIU3 ChITpasl 3HAYMMYIO POJTh
B IMAarHOCTUKE CUHIPOMAJBHBIX (GopM X-CUeTIeHHOM
YMCTBEHHOM OTCTaJOCTU, MPOSIBIISIONINXCS TTPEUMYIIe-
CTBEHHO y TeMH3uroT: B 35 (17%) u3 208 mpoaHan3upo-
BaHHBIX POJOCIOBHBIX 3a00JieBaHe HAOIIODATIOCH OoJiee
YeM y OJTHOTO MaJIbuMKa, T.e. TTOJydeHbI JOKa3aTeIbCTBa
CIICTIJICHHOTO C TIOJIOM HAacCJIe[IOBaHUSI 3a00JIeBaHUS
(cuHIPOMEBI JTOMKOI Xpomocombl X, Onmiia—KaBemkua,
Menkeca, Aapckora u 1ip.).

MoeKyaspHO-TeHeTHYEeCKHE, MOJIEKYIAPHO-IIUTOTeHETH -
YyecKre HCCIeI0BAaHUA M aHAJIM3 KoppeJisimii reHoTun/ de-
HOTHM NpU X-ClENIeHHOH YMCTBEHHOI 0TCTAJIOCTH

VY 114 nereit MyXCKOTO T10J1a, OTOOpAHHBIX U3 TPYI-
bl OOJNIBHBIX ¢ HeauddepeHIIMPOBaHHONW YMCTBEHHOM
OTCTAJIOCTBIO MPY UCITOTH30BAHUU IKATbI KOJTUYECTBEH-
HOM OIIEHKN KJIMHWYECKUX MPU3HAKOB CUHAPOMA JIOM-
Kol xpoMocoMbl X (Oosnee 50 GanioB), MCCIENOBAIOCHh
konumyectBo CGG-noBTopoB B reHe FMRI (puc. 1, a).
DKCHaHCHUs TPUHYKJICOTUIHBIX TTOBTOPOB ObLJIa OOHAPY-
xeHa B 46 (40%) u3 114 ciaydaeB, uto B 6osiee yeM 10 pa3
MPEBBIIIACT MPOLEHT TMOATBEPXKICHUS 3TOrO JMarHo3a
B 3apyOeXKHBIX TeHeTUYeCKUX 1eHTpax (2—3,8%) [8]. [To-
JIydeHHbBIE TaHHBIE YKa3bIBAIOT Ha 3(P(HEeKTUBHOCTH 0TOO-
pa GOJILHBIX C TIOMOIIIBIO KOJTUYECTBEHHON KITMHUYECKOM
IIKaIbl. Y POACTBEHHUKOB MAIIMEHTOB IO MaTePUHCKOM
JIMHUY MyTalluu U npemyTtauuu reHa FMRI Oblia Bbi-
steiieHbl B 43 (84%) w3 107 cnygaeB (puc. 1, 6). Y atux
POICTBEHHUKOB OBUIM OOHapy:KeHBI 3a00jeBaHMsI, ac-
COLIMMPOBaHHbBIC C MpemyTauueit reHa FMRI, — paHHee
HACTyIUIEHUE MEHOITAay3bl Y KEHIIWH U CUHIPOM TPEMO-
pa u atakcuu y MyXXurH. [TOCKOIBbKY 3TV WHAVBUIYYMBI

Tabauya 1. Pe3ynsraThl FeHEATOTHYECKOT0 AHAIN3A B CEMBSX ¢ X-CIEIIEHHOMH YMCTBEHHOM OTCTAI0CThIO (n=595)

Yucio . VieabHBIN BeC CEMEMHBIX
Yucao ceMeHbIX
Ho3zonornyeckue hopmbl MpOoaHATM3UPOBAHHbBIX e cllyyaeB Cpeau BCcex
POIOCITOBHBIX MPOAHATM3UPOBAHHBIX, %
CUHIPOMBI, MPOSIBISIIOLIMAECS MPEUMYIIECTBEHHO
Y T€TEPO3UTOTHBIX JI€BOYEK 369 2 0,5
B ToMm uncrne:
bnoxa—CynbLodeprepa 13 1 8
Petra 354 1 0,3
Alikapan 1 0 0
Tonbria 1 0 0
CUHIPOMBI, MPOSIBIISIIOIIMAECS MPEUMYIIIECTBEHHO
Y TEMU3BUTOTHBIX MAJIbYNKOB 208 35 17
B ToMm uncrne:
CUHAPOM JIOMKO XpPOMOCOMBI X 46 9 20
mykornoaucaxapuaos Il Tuna 17 1 6
penKue CUHIPOMBI 155 33 21
Hecunapomanbhbie GopMbl X-CLETITICHHOM 18 18 100

yMCTBeHHOﬁ OTCTAJIOCTU
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Bounosa B. IO. u coasm. ATTOpuT™ TMATHOCTUKY X-CLETUIEHHBIX (DOPM YMCTBEHHOI1 OTCTAIOCTH Y IeTeii
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Puc. 1. AHaM3 KOJIMYECTBA TPHHYKJICOTHIHBIX IOBTOPOB B MPO-
motope rena FMR 1 meroxom ITLIP ¢ mocaexyrommm Kanuuisp-
HBIM 3J1eKTpocdope3om.

Ha saekTpodoperpammax npoayktos ITIIP onmpeneneno: a —
~232 CGG-noBropa (nosnas myranus rena FMRI) y pedenka
¢ cunapomom FRAXA; 6 — 80 CGG-noBTopoB (mpemyTtamus
reda FMRI) y matepu pedeHKa ¢ CHHIPOMOM YMCTBEHHOI OT-
CTAJIOCTH, CHEIIEHHO¥ ¢ JIOMKO#1 XpomMocomoii X.

e

MMEIOT BBICOKMI PUCK POXICHUS HETei ¢ YMCTBEHHOM
OTCTAJIOCTHIO, TO MX BBISIBIICHUE TIPEICTABIISICTCST UCKITIO-
YUTETHHO BaXKHBIM.

CymMmapHast OlleHKa TsKecTd (PeHOTHUITa 1O KIIMHU-
YeCKOU ITKajie W OIleHKa IKCIIPECCUBHOCTH OTACTHHBIX
MPU3HAKOB (3PUTEbHBINA KOHTAKT, YCKOPEHHBIN TEeMIT
pedu, KOMIUIEKC JIMIIEBBIX MUKPOAHOMAJINA, MaKpOOp-
XWU3M, aHOMAJINM COCAMHUTELHON TKAaHW U yBETMUCHIE
OKPYXXHOCTH TOJIOBBI) y JETell C CUHIPOMOM JIOMKOM
XpoMOcOMBI X OblJTa CTATUCTUIECKU TOCTOBEPHO BBIIIIE,
yeM y 00bHBIX ¢ HenuddepeHIIMPOBaHHBIMU (popMaMu
YMCTBEHHOI oOTcTajioctTu (Kputepuit MaHHa—YuUTHHU,
2<0,001). KnuHuyeckre npu3HaKu, MO KOTOPHIM 3THU
TETH CTaTUCTUYECKU TOCTOBEPHO OTIUIAIUCH, MOXKHO
CUMTaTh Hambojee CHeMUbUIHBIMU IS 3a00JIeBaHUS
U WCITOJIb30BaTh UTS €r0 BBISIBICHUS cpenn Hemudde-
PEHITMPOBAaHHBIX (OPM YMCTBEHHOI OTCTATIOCTH. Y TeTe-
PO3UTOTHBIX 1O TIOJTHOW MYTallMM JIeBOYEK CTEIIeHb Ha-
PYIIEHWI MHTEJIEKTa IITMPOKO BapbrUpoBaa.

VY nereit ¢ cunapomom Perra myraiiuu rena MECP2
61T 00HaApYKeHbI B 315 (91%) u3 354 ciydyaeB, 4TO SB-
JISIETCST OTHUM M3 CaMBIX BBICOKHUX CPEN OITyOIIMKOBAH-
HBIX B JIUTepaType TMoKazaresnelr 3(PpheKTUBHOCTU KITH-
HWYECKOW TUAarHOCTUKY 3a00JIEBaHMS U, TIO-BUINMOMY,
CIIYXKUT Pe3yJbTaTOM CTPOrOro 0Téopa JAeTeii ¢ MOMOIIBIO
pa3pabOTaHHON KJIWHWYECKOW IKaibl. PekyppeHT-
Hble MyTauuu obuH omnpeneneHbl y 201 (64%) pebenka,
HaumbOosiee yactoii Oblma myrtaumsi R255X, HaineHHast
y 50 (16%) nmeteit, B TOM Yucie Y Mapbl KOHKOPAAHTHBIX
no cuHapomy Perra OGnusHenoB. Btopasi Habmomas-
masicss HaMUW Tlapa KOHKOPIAHTHBIX OJM3HEIIOB MMesia
myTaumio R270X, yactora KoTOpOii B HaOmtomaBIIeics
KoropTe neTeit ¢ myranusmu coctaBuiaa 11%. Yacro-
TBI IPYTMX PeKYPPeHTHBIX MmyTamuii: 3% mist R106W,

7% nns R133C, 14% nnsa T158M, 11% nna R168X, 3%
st R294X u 8% niist R306C. BombIIMHCTBO AeTel ¢ My-
taiusiMu B reHe MECP2 Oblin 3KeHCKOTro IoJia, 3a MC-
KJTIOYEHUEM JIBYX MaJIbUMKOB C KJIACCUYECKUM TEYEHM-
eM 3a00JIeBaHMsl, Y KOTOPbIX OMpPeaeeH COMaTUUeCKuii
Mozanmm3M 1o MytarusiM R168X u R270X. ¥V omHoro
13 MaTbuMKoB (¢ MyTtammeit R270X) Habmonancst TkaHe-
creurMUIECKUl MO3auILIM3M T10 aHEYIUIOUINM XPOMO-
coMbI X, 0OHapykeHHOU B 14% sinep MBITIIEUHBIX KIETOK
(kapuortum — 47,XXY/46,XY).

Cpenu neteli ¢ BpoxkaeHHo hopMoii cuHapoma Pert-
Ta 1 (POPMOI1 C paHHMUM HavyajaoM CyJOpOT MyTalluii reHa
MECP2 ne HaitneHo. Y 7 n1eBo4YeK ¢ BapuaHTOM CHUHIPO-
ma PeTrTta ¢ paHHUM HavaJloM CyI0pOT OOHAPYKEeHBI MY-
taiuu reHa CDKLS, 4To MO3BOJNUIIO YCTAHOBUTH IMArHO3
aTUNTMYHOTO cuHapoMa Perra.

AHanu3 BAUSIHUS TUNA MyTaliuu B rene MECP2 Ha 14-
JKECTh TeueHMsl 3a0osieBaHUS TIOKasaj, 4TO CyMMapHasi
OlIeHKa TsKecTH (heHOTUIa B Oayijiax y OOJbHBIX ¢ HOH-
CEHC-MYTallUsIMU ¥ MYTallUSIMUA CO CABUTOM paMKU CUM-
TBIBAaHMSI CTATUCTUYECKU JOCTOBEPHO BbIIIE, YeM Y AeTeil
¢ MucceHc-MytanusiMu (44,6 6amna mpotus 33,8 Gasia,
t=4,031, p<0,001). ITpoBeneH aHanM3 TSKECTU TEUECHUS
3a00J1eBaHMS B 3aBUCMMOCTH OT TTO3ULIUM MYTAllMU B TEHE
MECP2 (puc. 2). HaubGonblass TSXKEeCTb KIMHUYECKUX
MposSIBJIEHUI HaboAanach y OOJIbHBIX C MYyTalMSIMU,
JIOKaau30BaHHbIMU Mexay 158 u 270 aMUHOKUCIOTHBI-
My octatkamu 6enka MeCP2 (myrammm R168X, R255X
u R270X), a HaMeHbllIas TSKECTb — Y IETel ¢ MyTalus-
mu R106W 1 R133C, a TakXe ¢ MyTallMsIMU, pacTiOIOKeH -
HBIMU Oivke K 3’-KoHIy TeHa (myTtamuu R294X, R306C,
nenenun Ha 3’-koHue). Takum oOpa3om, ToKa3zaHa 3aBU-
CUMOCTD TSIKECTH TeueHUsT cuHapoMa Petra ot Thna u mo-
3ulu Mytauuu B reHe MECP2, 94T0 BaXXHO JUISI TIOHUMa-
HUSI TEHETUYECKUX OCHOB KJIIMHUYECKOTO MOJMMOpdUu3Ma
3a00J1€BaHMS M IPOTHO3MPOBAHMS €TO TEUCHUSI.
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Puc. 2. OnieHKa 3aBUCMMOCTH TSKECTH TedeHus1 cuHapomMa Per-
Ta OT MO3UIMK MYTALMH.

VY nereit ¢ cunapomom Petra (n=34), y KOTOpBIX
MOJIEKYJIIPHO-TEHETUUYECKUM METOJIOM MYTalluM TeHa
MECP2 He ObUIM YyCTaHOBJIEHbBI, TIPOBEACHO MCCIIe0Ba-
HUe ¢ moMolblo TexHonoruu arrayCGH, B pesynbrare
yero B 10 ciyyasix BbISIBIIEHBI MUKponeaenunu Xq28, 3a-
xBateiBatone reH MECP2. CnepgoBatellbHO, BIIEpPBBIC
OBLIO TTOKAa3aHO BO3HUKHOBEHME cuHIpoma PetTa B pe-
3yJIbTaTe MOJTHOM eIl JaHHOTO reHa [9].
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AHanmmM3 0COOEHHOCTEl WHAKTHUBAILMK XPOMOCOMBI
X ObL1 npoBefieH Y 247 WHAMBUIYYMOB KEHCKOTO Toja
u3 150 cemeii ¢ X-cuerieHHbIMU (popMaMy YMCTBEHHOM
OTCTAJIOCTH, 25 XeHIIMH U3 22 ceMeii ¢ HeauddepeHImn-
POBaHHBIMU HApYIICHUSIMU WHTEJJIEKTa Uy 80 3M0pOBBIX
SKEHIIWH KOHTPOJBLHOM rpyniibl. MHAKTUBALIMST XpOMOCO-
MBI X oTpeesisyiach Kak COOTHOIIIEHNE MHAKTUBUPOBaH-
HbIX ajulesieil TreHa aHIpOreHOBOTO PEeLENnTopa pPa3Horo
POAUTENILCKOTO TIPOMCXOXKICHMST U OLIEHMBAJIaCh KaK He-
clTy4JaifHast, €CJIM 3TO COOTHoIIeHue TpeBbimano 20:80.

B uenom mpu X-CHETUIEHHBIX CUHIPOMAx, MPOSB-
JISIIOIIUXCST Y TETEPO3UTOTHBIX JEBOYEK, HeciydaitHast
X-uHakTuBalMs (CABUT X-UHAKTUBALIMKM) Ha0monanach
y 45% O6ONBHBIX, a TIpU X-CIETUIEHHBIX 3a00JieBaHU-
SIX, TIPOSIBIISIIONINXCSI Y TEMU3HTOT, ompezaesieHa y 46%
SKEHIIUH U3 ceMell O0TbHBIX MaJIbuYMKOB (B 7 pa3 vaile,
yeM B KoHTposje). UccnenoBanusi X-WHAKTUBALIMU T10-
3BOJIMJIN 0CO00 BbIIEAUTh cuHIpoM bioxa—Cynbiidepre-
pa, MpY KOTOPOM y BCeX HAOJIIOIaBIINXCSI HAMU OOJIbHBIX
(n=13) ObL1 OOHapyXeH caBUT X-uHaKTUBauuu. [lomy-
YeHHBIE Pe3YJbTaThl TOATBEPXKIAIOT BBICKA3bIBaBIIIEe-
¢ paHee MHEHUE O TOM, YTO aHain3 X-WHAKTUBAIUU
MOXHO HCIOJb30BaTh KaK JMATHOCTUYECKMI KPUTE-
puit naHHoro 3abosneBaHus [10]. X-uHakTuBaiums Obuta
HEeCyJYallHOW Takke y MaTepeil OeTeil ¢ CUHApOMaMu
Koddpuna—Jloypu, bapra, Cumncona—Ilonadbu—beme-
s, Omuia—KaBemkna, OTOMaNaTOAUTUTATBHBIM CUH-
JIpOMOM 1-TO TWMa M Ap. ¥ yKa3bIBajla HA HOCUTEIBCTBO
STUMM XKEHIIWHAMU X-CLETUIEHHBIX MYyTallWii, CBSI3aH-
HOE€ C BBICOKMM PHCKOM TTOBTOPHOTO POKIEHUS JeTei
C YMCTBEHHOH OTCTajJiocThlo. Haubosee 3HaYMMBIM,
Ha Halll B3I, SIBJISIJICS aHau3 X-UHAKTUBALUM Y XKeH-
IIMH B CeMbsiX ¢ HenuddepeHImpoBaHHbIMU hopMamMu
YMCTBEHHOU oTcTajocT: y 5 (23%) u3 22 eHmuH u3 19
ceMeii ObLT BBISIBIIEH CABUT X-WHAKTUBALIMU, YTO C BbI-
COKOI BEPOSITHOCTBIO YyKa3bIBaeT Ha X-CHEIJIEHHBIN
XapakTep HacyieqoBaHus matojioruv. Heobxomumo or-
METHUTh, UTO 5 (6,5%) 13 76 KeHIIWH KOHTPOJILHOM rpyT-
MBIl TaKXKe MMeTW CABUT X-WHaKTuBamuu. [lociemHux,
MO-BUAMMOMY, CJIEAyeT OTHECTH K TPYIIIe puckKa HOCHU-
TETbCTBA X-CIETUIEHHBIX TeHETUYECKUX Te(PEKTOB.

ITonyyeHHblEe NaHHbBIE COMIACYIOTCS C MpPEACTaBie-
HUSIMA O TOM, YTO HecllydailHash MHAKTUBALIMSI XpPOMO-
coMbI X SBJISIETCSI OMHOM M3 XapaKTePHBIX SMMUTeHETHYE-
CKMX 0COOEHHOCTe X-CIerIeHHbIX ()OpM YMCTBEHHOM
orctanoctu [11, 12]. B Hacrosmieit pabore mokasaHo,
YTO WCCleqoBaHWe X-MHAKTUBALIMU TMOBBIIIAET d(PheK-
TUBHOCTh JTWArHOCTUKMN X-CLETJIEHHOM YMCTBEHHOM
OTCTAJIOCTU cpeau HenuddepeHIMPOBaHHBIX (GopM Ma-
TOJIOTMM W TIO3BOJISIET BBISBISTH ACUMITTOMATUYECKHUX
HOCHUTETbHUILL X-CIeTUIEHHBIX MyTalIniA.

OCOOEHHOCTM MHAKTUBAllMM XPOMOCOMBI X 3Ha-
YUTEJBHO BIUSIOT Ha (EHOTUI TETEPO3UTOT IO MY-
TaMsaM X-CIeTUIeHHBIX TeHoB. Kak BuaHO Ha puc. 3,
y NIeBOYEK C BBIPAXXEHHBIM CIBUTOM X-WHAKTHBALIUK
(81—100%) mHabmogaIUCh TPEUMYIIECTBEHHO  JIeT-
kue ¢opmbl cuHmpoma Perrta, a y JmeBoYeK C paBHOM

OPUINHAJIbHBIE CTATbU HACJIEAQCTBEHHbIE BOJIE3HU
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Puc. 3. 3aBucumocTsb TsoKecTH Tedenns cuaapoma Perra (RTT)

OT CTeneHH cABUra X-MHAKTHBALNH.

Iloka3ano ymeHbllleHHe 10U AeTeil ¢ TsKeJbIMH U BO3pacTa-

HHeE J10JT1 00JIbHbIX C JIerKumMHu opMaMu 3a00J1eBaHHs IPH YBe-

JINYEHUM cIBUTA X-UHAKUBALMH.

X-uHakTuBaluen — Tsokenbie popmbl. CreayeT momyep-
KHYTb, YTO HE TOJIBKO CTeTeHb CIBUTAa X-WHAKTUBAIIUH,
HO M €ro HaripaBjIeHUe BIWSUIM Ha (DeHOTHUIT TeTepO3U-
roT. YeM BbIllle OBIT TTPOLIEHT KJIETOK C aKTMBHOW HOP-
MaJIbHOW XpoMocoMoil X, TeM 4Yalle HaOJo1aanuch Jier-
kue ¢opMmbl 3a0oneBaHuil. B Tex ciaywasix, Korma Obuia
MpEeUMYIIIeCTBEHHO aKTUBHA XpoMocoMma X ¢ MyTaluei,
HaOIOMaIOCh Pa3BUTHE BBIPAXKEHHBIX KIMHUYIECKUX
MPOSIBIEHUI X-CLEMJICHHBIX (POPM MMaTOJIOTHH Y TETePO-
3uroT. [ToayueHHbIe pe3yabTaThl YKa3bIBalOT HA BO3MOX-
HOCTb MPOTHO3UPOBAHUS TSKECTH KIMHUYECKUX TPOSTB-
JIEHUH y AeBOYEK ¢ MyTalUSIMU X-CLETMJICHHBIX TEHOB.

Ha ocHoBe noJiydeHHBIX JaHHBIX pa3paboTaHa CUCTe-
Ma TIPOTHO3UPOBAHUST TSKECTU COCTOSTHUS IeTeil ¢ CUH-
npomoM Petra (Tabds. 2), KoTopasi OCHOBBIBAETCSl HA UC-
CJeOBaHUW TUIA, TO3UllMKM MyTauuu reHa MECP2,
OTpeNieIeHHBIX PEKYPPEHTHBIX MYTali, a Takke 0COo-
OeHHOCTel WHaKTUBAaLMKU XpoMmocoMbl X. Ilpm 3TOM
caBUT X-WHAKTUBAIMA TIPOTUB MYTAHTHOW XpOMO-
comMbl X MOXET 00jerdJarb TeuyeHue OOJIe3HU, a CIABUT
X-MHAKTUBALIMU MPOTUB HOPMAJIBHOM XpOMOCOMBI X —
JlesaTh ero 00Jiee TSKEbIM.

WunuBunyanbHbiii aHanmu3 yucia CGG-1oBTOpPOB
B reHe FMRI n ocoGeHHOCTEeNl MHAKTUBALIUM XPOMOCO-
MBI X JaeT BO3MOXHOCTb MPOTHO3MPOBATh (HeHOTUITH-
YecKue TPU3HAKU OOJIBHBIX ¢ CUHIPOMOM JIOMKOM XpO-
MocoMbl X M 4iIeHOB nx cemeil. Kak BumHO n3 Tadi. 3,
KJIMHUYECKUE TIPOSBICHUS y JIUI[ KaK MYXCKOTO,
TaK M XEHCKOTO T0JIa C 9KCIaHCHUe TPUHYKIEOTUIHBIX
MoBTOpOB B reHe FMRI omipenensitorcsi HAIMYUEM TIpe-
MyTaluu 100 MOJTHON MyTaluu naHHoro reHa. Ha de-
HOTUI JXEHIIWH BIUSIOT OCOOCHHOCTH WHAKTUBAIIUU
XpPOMOCOMBI X: CHWDKEHWE MHTEJIEKTa Y XKEeHIIWH C TT0JI-
Holt myTtainueii reHa FMR I mponopiiMoHaIbHO TIPOIIEHTY
KJIETOK C aKTUBHOI MYTaHTHON XpoMOcoMoOil X.

ITpuMeHeHre TaKMX BEICOKOPa3peIIaonInX TEXHOJIO-
TUii, KaK cepuifHas CpaBHUTEIbHAS TeHOMHasi THOPUIN -
3aumsi (CGH), mokasano, uto X-cueruieHHasi yMCTBEH-
Has OTCTAJIOCTh MOXET OBITh Pe3yJbTaTOM BapHalluu
KOJIMYeCTBa KOIMII TeHOB XpoMocoMbI X [13—15]. Panee
HEKOTOPBIMU aBTOPAMU OBIJIN BBISIBJICHBI MUKPOIEICIINN
¥ MUKPOIYTTIUKAILIUM XPOMOCOMEBI X He MeHee 4eM B 13%
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Bounosa B. IO. u coasm. ATTOpuT™ TMATHOCTUKY X-CLETUIEHHBIX (DOPM YMCTBEHHOI1 OTCTAIOCTH Y IeTeii

Tabauya 2. IIporno3upoBaHne TKECTH TeueHUs: cMHapoma PeTTa Ha ocHoBe onpenenenus myranun reia MECP2 u aHaM3a NHAK-
THBAIMH XPOMOCOMBI X

[eHeTnueckue U SMUTeHETUIECKIE Teuenue 3aboeBaHUs

(axTopbl, Onpeaessore TSIKeCTh

TeyeHus cuHapoma Perra TsKeI0e

JICTKOE

Tumn u nmo3uius MyTalluu HoHceHe MyTaluu MucceHc MyTallun

rena MECP2 MyTaimu co CIBUTOM paMKW CUMThIBaHUs 3a uc-  [emenuu Ha 3’-koH1e reHa MECP2
KJTIOUeHUeM Jenenuii Ha 3’-koHue reHa MECP2
OCc00eHHOCTH PEeKYPPEHTHBIX R168X R106W
mytauuii reHa MECP2 R255X R133C
R270X R294X
TI158M R306C

Oco0eHHOCTU MHAKTUBAILIUU
XpOMOCOMBI X

PaBHast nHaKTUBAIIMS XPOMOCOMBI X
TIpeumyiiecTBeHHAS MHAKTUBALIMSI XPOMOCO-
MBI X ¢ HOpMaTbHBIM ayiiesieM rena MECP2

IpeumyiiecTBeHHAS MHAKTHBA-
LIMST XPOMOCOMBI X ¢ MyTalvei
rena MECP2

Tabauya 3. IIpornosupoBanue peHoTuna Ha ocHose onpeneaeHus yuciaa CGG-noropos B reHe FMR 1 v aHAIHM3a HHAKTHBAIIMA

XpPOMOCOMBI X

[eHeTryecKure U AMUreHeTUYECKUe

(akTopbl, onpesensomue GeHoTHI MYKCKO TTOJT

DeHoTHIT GOTBHBIX

XKEHCKUI mon

Yucno CGG-noBTOpOB
BTeHe FMRI ot 55 mo 200 ¥ HapyIIEeHWS TTIOBEICHUS

[ToBbIlIEH pUCK pa3BUTHS

CHHIpOMa TpeMopa 1 aTaK-

CHUH

Yucno CGG-1oBTOpOB
B reHe FMRI 6onee 200

CHUHIPOM YMCTBEHHOM
OTCTaJIOCTH, CLICTTICHHOM
C JIOMKOI1 XpoMocomoit X

Oco0eHHOCTU MHAKTUBALIUU —
XpPOMOCOMBI X

KoruutupHbie HapylmieHus

KorHutuBHBIE HAPYIIEHUST M HAPYIIICHUS TIOBEICHUS

[ToBBIIIIEH PUCK PA3BUTHSL:

* IUCOYHKIUU SUYHUKOB;

* CHUHIpOMa MPEeXIeBPEMEHHOTO MPeKpanieHust HyHK-
LMY TMYHUKOB (MeHoTtay3a 10 40-JeTHero Bo3pacra);

* BCTPOrEeH3aBUCHUMBIX OITYXOJIeiA;

* CUHIpOMa TPeMOpa 1 aTaKCUK

CHUHIPOM YMCTBEHHOM OTCTAJIOCTH, CLIETIJIEHHOM C JIOM-
KOI XxpoMocomont X
AcUMNTOMaTUYECKOE HOCUTEIHCTBO MyTallU1

CHuUXeHMe UHTEJJIEKTA y XKEHIIUH C MOJHOU MyTaluei
reHa FMR I nponopiimoHaabHO MPOLIEHTY KJIETOK C aK-
TUBHON MYTaHTHOU XpOMOCOMOi1 X

cinydaeB HenubGepeHIIMPOBaHHON X-CLEIIEHHOW yM-
CcTBeHHO# oTtcTtasoctu [16]. Hammu wHabmoganuch 34
GOJIBHBIX C CYOMUKPOCKOITUYECKUMU aHOMATUSIMU XPO-
MOCOMBI X (MUKPOIYTUTMKALIUSIMU U MUKPOAETCIIASIMU),
BBISIBIEHHBIMU ¢ TTIoMo11bio MeTogoB CGH u arrayCGH
B JIabopaTOpMy LIMTOTEHETMKW W TeHOMUKM HaydHo-
ro 1eHTtpa rncuxuyeckoro 3mn0poBbsi PAMH [17]. Takum
ob6pa3omM, X-cleTuleHHass YMCTBEHHAsT OTCTAJIOCTh TIPeI-
CTaBJISIETCSI KaK TpyTia 3a00JeBaHN, KOTOPbIe BO3HM-
KalT KakK BCJIEICTBME TEHHBIX MyTallMii Ha XpOMOCOME
X, Tak M B pe3yJbTaTe HapylIeHUS KOJUYeCTBa KOTUIA
X-clierieHHbIX reHoB. [locieaHee npuBesio K OTKPbITUIO
HOBBIX HO30JIOTHYECKUX (popM X-CILIETIJIEHHON YMCTBEH-
HOI otcTanocTy. Tak, OB BBIIEJIEH CUHIPOM MMKPO-
IYTTAKAIMU Xq28, KOTOPBIN TIPEATONIOKUTEIBHO SBIISI-
€TCsT OMHOM M3 YaCTBIX MPUYMH YMCTBEHHOU OTCTAJIOCTH
y ManbunkoB [18]. ¥V HaOmogaBIIMXCS HAMM 4eThIpex
neTeil ¢ JaHHBIM 3a00JIeBAaHUEM YMCTBEHHAST OTCTAIOCTh
ocraBajiach HeanddepeHIMPOBAaHHON OO IIPUMEHEHUS
texHosioruu arrayCGH.
AJITOPUTM TUATHOCTHKM X-CLENJIeHHOI YMCTBEHHO# 0TCTA-
JIOCTH

Ha ocHoBe TIpOBeneHHBIX WCCAEAOBAaHUN pa3-
paboTaH JMArHOCTUYECKUI aJITrOpUTM, OCHOBAHHBIN

Ha TIOCTAAUHOM TIPUMEHEHUW KIMHUKO-TEeHEaJIOTh-
YeCKOro aHajin3a, MOJEKYJISIPHO-TEeHETUYECKNUX MCCe-
JOBAaHWI MyTalllii TEHOB XPOMOCOMBI X, MOJIEKYJSp-
HO-IIUTOTeHETUYECKUX METOMOB JTMATHOCTUKU, aHaIu3a
MHaKTUBaLlMK XpoMmocoMbl X. Ha pmc. 4 mpencraBieH
aJITOPUTM JUATHOCTUKM X-CIETUIEHHON YMCTBEHHOI OT-
CTaJIOCTH Y MaJIbuMKOB. [TepBBIM 3TaroM 00CieTOBaHUS
npobaHIa ¢ YMCTBEHHON OTCTaJIOCTBIO SIBJISIETCSl KJIM-
HUKO-TeHeasornyeckuii aHanus. [locne ero mposeme-
HUSI MOXET ObITb YCTAHOBJIEH NTMArHO3 X-CLEMJIEHHOTO
cuHapoma (A) MO0 HECUHIPOMATbHOMN X-ClEIJIeHHOM
yMcTBeHHOI oTcTanoctu (b). Bo3amMoxkHa Takxke KIMHU-
yeckasl JIMarHOCTUKa HAacleICTBEHHBIX 3a00JieBaHUM,
CBSI3AHHBIX C MYTAIlUSIMU ayTOCOMHBIX TeHOB. OmHaKo
nocJie KIMHUKO-TeHEeaJTorn4ecKoro UCCieI0BaHus OCTa-
eTcst 6oJTbIas TpyIIna AeTei ¢ HeauddepeHITMPOBaHHBI-
mu popmamu HapyiieHuii nHTesuiekra (B), yto Tpebyet
MPUMEHEHMS IPYTUX MeTOMOB. [1py BBISIBJICHUN TUTTAY-
HOM KJIMHMUYECKON KapTUHBI X-CIEMJIEHHOTO CUHIPOMa
HEoOXOAMM aHaJlu3 MYyTallMii COOTBETCTBYIOIIETO TIeHa
xpoMocombl X. Ecnu myrauumst ornpeseneHa, TO AMarHos
clIemyeT CYMTATh TOATBEPXKICHHBIM W PEKOMEHIYETCS
o0cienoBaTh MaTh MpodaHga Ha ee HOCUTeIbcTBO. O0-
HapyXeHHe MyTallid Yy MaTepy YKa3bIBaeT Ha BBICOKUIA
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(50%) puck poxaeHUst 60THLHOTO pebeHKa TPU KaxKaoi
nocJieayouein 6epeMeHHOCTH.

Ecnu aHanu3 myTauuii onpenesieHHOro reHa Hemo-
CTYIEeH WX MyTalluii B reHe He 0OHApyXeHo, a peHOoTuI
YKa3bIBA€T Ha CUHAPOMaJIbHYI0 (opMy X-cClIeTIeHHOMI
YMCTBEHHOUW OTCTaJIOCTU, TO OCYLIECTBIISIETCSI MEPEXOJ,
K clefylouiemMy 3Tany — KUCCJIeA0BAaHUI0 UHAKTUBALIUU
XpoMocoMbl X Yy MaTepu MpoOaHJa, BbISIBIEHUE KOTO-
POt MOATBEPXKIAET AUATHO3 Y MPOOaHAa U HOCUTETBCTBO
X-cuenjaeHHoro 3abojieBaHUsI Marepbio. Eciu cnpur
X-MHaKTUBALUM HEe OOHApy>XeH MpU HOPMaIbHOM (he-
HOTUIIE XEHIIMHbI, TO IEJAeTCsl BbIBOJ O BO3HUKHOBE-
HUU X-CILIETUIEHHOTO CUHAPOMA y MpodaHaa B pe3yibra-
Te MyTaluu de novo ¢ HU3KUM PUCKOM €ro TOBTOPEHUS
B CEMbE.

Ilpu momo3peHUM Ha HECUHAPOMAJIbHYIO X-CLIEM-
JIECHHYIO YMCTBEHHYIO OTCTaJIOCTh PEKOMEHJYETCsl Mpe-
KJIe BCEro MPOBECTU MCCAENOBAHUE MHAKTUBALMU XPO-
MocoMmbl X y MaTepu OojibHOTro. OOHapyXXeHue COBUTa
X-MHAKTUBALlMM  TIO3BOJIUT  TIOATBEPIUTH JMATHO3
X-clleruieHHOTro 3abosieBaHusl y peOeHKa U COCTOSIHUE
HOCUTEJIbCTBA y MaTepu, a TaKXKe clenaer bosee onpas-
JAHHBIM TPYAOEMKUI MOMCK MyTalllii TEHOB HECUHIPO-
MaJibHOI X-CUEMJIeHHOW YMCTBEHHO! OTCTAJIOCTH.

OTHOCUTENbHO (DOPM YMCTBEHHOI OTCTaJIOCTH, KO-
TOpPbIE OCTATUCH HeAU(DDEPEHIIMPOBAHHBIMU TTOCIIE KJTU -
HUKO-T€HEAJIOTUYECKOTO HCCAENOBaHUsI, JUAarHOCTUKA

OPUINHAJIbHBIE CTATbU HACJIEAQCTBEHHbIE BOJIE3HU

OCYILIECTBIISIETCS] METOJAOM MCKIIFOUEHUS: Y YacTu OO0JIb-
HBIX TIPM LIUTOTEHETUYECKUX M MOJIEKYJISIPHO-IIUTOTE-
HETUYECKUX HCCIIETOBAHUSIX MOTYT OBbITh OOHApy>KEHbI
XpPOMOCOMHBIE aHOMAaJIMM, y NPYroil 4acTh — HacJemd-
CTBEHHBIE MeTabouMyeckre O0o0Jie3HU. Y OCTaBLIMXCS
MaJIbUMKOB HeoOxonumo ucrnosib3oBaTh Metoasl CGH
6o arrayCGH nis1 BeISIBIEHUS] MUKPOJEICUIA U MU-
Kpoayruimkaluuii  xpomMocoM. Ecim  ymcTBeHHast OT-
CTaIOCTh oOcTaeTcsd HeaudbepeHIMPOBAHHON Toce
MPUMEHEHMST TEPEUMCICHHBIX BBIIIIE METONOB, Cle-
JyeT WCIIOJb30BaTh aHalW3 WHAKTUBALMU XPOMOCO-
mbl X. [Ipu 3TOM OOHapyXeHue ciaBUra X-uHaKTUBALIUU
y MaTepeil MaJibuMKOB TTO3BOJIUT OTHECTH 3a0oJieBaHUE
K rpynre X-CLeTJIeHHBIX COCTOSIHUI, a Y MaTepu orpe-
NEeJUTh HOCUTENBCTBO NaHHOW matosioruu. K uccieno-
BaHMIO X-MHaKTUBALUUU TIpU HeauddepeHIIMpoBaHHOM
YMCTBEHHOI OTCTajOCTH MOXHO MPUOETHYTh cpasy, M-
Hy$1 Ipyrue MeTobl (MyHKTUPHAs JIMHUS Ha puc. 4).

Ilpu obGcnemoBaHMM neBouek ¢ HeauddepeHrpo-
BaHHOW YMCTBEHHON OTCTaJIOCTBIO aJTOPUTM BBISIB-
JieHUs1 X-CUEIUIEHHBIX COCTOSIHMI B 1I€JIOM TaKoOW Xe,
KaKk y MajJb4MKOB, OJHAKO aHaiu3 X-UHaKTUBALIUU
HEOoOXOJMMO OCYIIECTBJISITh KaK Yy OOJIbHBIX J€BOYEK,
TaKk U y UX Marepeil. MHTepnpeTanusi pe3yJbTaToB UC-
clieIoBaHUST X-UHAKTUBAIIMY Y IEBOYEK C HApYIIEHUSIMU
WHTeJIeKTa 0oJiee CJI0XKHA U TpebyeT yueTa ee 0COOeHHO-
cTeit y mpobaHaa U MaTepu.

’ HeanddepeHunpoBaHHble GOpPMbl YMCTBEHHOM OTCTA/IOCTU Y Ma/IbiMKOB

KAMHUKO-reHeaiormyeckumm
aHanum3
A B
E l CuHppoManbHble U
’ CuHapomanbHaa XLMR ‘ HeanddepeHumposaHHas HeCUHAPOMaAbHble
————— 1
HecunapomanbHas YMCTBEHHas OTCTaNoCTb .| dopmbl
o | o
WccnefoBanua MyTaumii reHos XLMR \1/ || YmcTBEHHOM
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HApPYLIEHWI UHTEJJIEKTA.

A, B, 1 B — TpH B03MOKHBIX HaNpaBJieHHs AUATHOCTHYECKOTO MOUCKA.
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Bounosa B. IO. u coasm. ATTOpuT™ TMATHOCTUKY X-CLETUIEHHBIX (DOPM YMCTBEHHOI1 OTCTAIOCTH Y IeTeii

3aknovyeHue

Takxum obGpa3oMm, mpoOjieMa CIEIUIEHHBIX C ITOJIOM
HapyLIEHU TICUXUUECKOTO pa3sBUTUSI AETell HOCUT Me-
JIMKO-COLIMAIbHBI XapakTep B CBSI3UM C BBICOKOW pac-
MPOCTPAHEHHOCTbIO TaTosioruu. Tak, yAeJbHBINA Bec
X-ClUEIUIEeHHOW YMCTBEHHON OTCTAJIOCTU Cpeau JeTei
C HapylIeHUSIMU WHTEJJIeKTa, HaOII0AaBIINXCS B TeHe-
TUYECKOIN KIMHUKE, cocTaBui 6,54%. PaspaboTaHHbIE
IIKaJbl KOJWYECTBEHHOM OlLIeHKM (peHOoTUIa B Oayiax
I HanboJiee JacThIX (DOPM 3TOI MATONOTMM — CHUH-
npoMoB PeTra u yMCTBEHHOI OTCTaJlOCTH, CLIETUICHHOM
C JIOMKOM XpoMOCcOMOIT X, B COYeTaHUM C COBPEMEHHBI-
MU MOJIEKYJISIPHO-TEHETUUYECKUMU METOIaMU TIOBBIIIAIOT
93¢ GEeKTUBHOCTD AUArHOCTUKM YKa3aHHBIX 3a00JIeBaHU
110 91 1 40% COOTBETCTBEHHO.

DrUreHeTMYECKUii peHOMEH HepaBHOW MHAKTUBALIMU
XpPOMOCOMBI X SIBJISIETCSI XapaKTepHON OCOOEHHOCTbHIO
X-clerieHHOM yMCTBeHHOM oTcTanoctu. MccnenoBanue
X-MHAKTUBAIIMY TTOBLIIIAET 3(P(OEKTUBHOCTD BBISIBJICHUS
TeTepO3UTOTHBIX HOCUTEIbHUIL X-CUETUIEHHBIX MyTalluii
B CeMbSIX AeTel ¢ X-ClUEeIIEHHON MaToJoruei.
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OPUINHAJIbHBIE CTATbU HACJIEAQCTBEHHbIE BOJIE3HU

Penkue Bapuantbl MuToxonapuaibHoii JIHK y pedenka ¢ snnedanomuonarueit

A.C. Bopouxosa, H.A. Jlumeunosa, E.A. Huxonaesa, B.C. Cyxopykog

OCIN «Hay4yHo-1ccnenoBaTeNnbCKUn KIMHUYECKUIA UHCTUTYT NeamaTpum nMmenn akagemuka 0.E. Benstuwesa» Nr6OY BIMNO
PHUMY um. H.N. Nuporosa Muxsapasa PP, Mocksa, Poccus

Rare variants of mitochondrial DNA in a child with encephalomyopathy
A.S. Voronkova, N.A. Litvinova, E.A. Nikolaeva, V.S. Sukhorukov

Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical
University, Ministry of Health of the Russian Federation, Moscow, Russia

IIpoBoauTcs KIMHAYECKOe HADI0IeHIe PeJeHKA C O03PeHHeM HA MUTOXOHIAPHAIbHYIO dHIe(DATOMHONATHIO: UK/IMYECKAsi PBOTA,
BbIPAXKEHHAS] YTOMJISIEMOCTD, MbIILIEYHAsi CIA00CTD, OJI0BHAS 00b, TPYAHOCTH YCBOEHHs IIKOJILHOrO MaTepuana. CxoaHas cum-
NTOMATHKA OTMEYEHA y CTApIIero cudca, MaTh CTPANAET caxapHbiM anadeToM 1-ro Tuma. [IpoBeneHo ceKBeHMPOBAHHWE MOJHOTO
MHTOXOHAPHAJBHOrO reHoMa npodanzia. HecMOTpst HA TO YTO JOCTOBEPHO MATOTEHHBIX BADUAHTOB He BBISIBJIEHO, ObLT OOHAPYHKEH
P MHIMBHAYAIbHBIX 0coOeHHOCTeil MuToxoHapuaibHoil JIHK, KoTopsie MOTyT MMeTh KIMHHYECKYI0 3HAYMMOCTb. OCOObIii WH-
Tepec npeacTaisioT ABa Bapuanta: m.T8477C u m.C12562G, obaagaiomme A0CTATOYHO BBICOKUM NMATOT€HHBIM NMOTEHIHAIOM.
JI7isl ycTaHOBJIEHHS MX POJIH TPeOYIOTCA NalibHeiine uccienoBanusi Mutoxonapuaabuoii JIHK marepu u cudca.

Karouesote caosa: demu, snuyegparomuonamus, mumoxoropuu, mumoxordpuanvhas JITHK, cexeenuposanue, m. T8477C, m.C12562G.

Ans yntupoBanus: BopoHkosa A.C., JintBuHoBa H.A., Hukonaesa E. A., Cyxopykos B.C. Pegkue BapuaHTsbl MuTOoXoHApuaasHovi JHK y pebeHka ¢ aH-
ueganommuonatneli. Poc sectH nepuHaron n neanatp 2016; 61: 5: 42-46. DOI: 10.21508/1027-4065-2016-61-5-42-46

The paper considers a clinical case of a child with suspected mitochondrial encephalomyopathy: cyclic vomiting, evident fatigue, mus-
cle weakness, headache, and difficulties in learning school material. The similar symptoms are noted in an older sibling; the mother
suffers from type 1 diabetes mellitus. The entire mitochondrial genome was sequenced in the proband. Despite the fact that signifi-
cantly pathogenetic variants have not been identified, there are a number of individual mitochondrial DNA characteristics that may
be of clinical significance. Of particular interest are two variants: m.T8477C and C12562G, which have a sufficiently high pathogenic

potential. To establish their role requires further investigations of mitochondrial DNA in the mother and sibling.
Keywords: children, encephalomyopathy, mitochondria, mitochondrial DNA, sequencing, m.T8477C, m.C12562G.

For citation: Voronkova A.S., Litvinova N.A., Nikolaeva E.A., Sukhorukov V.S. Rare variants of mitochondrial DNA in a child with encephalomyopathy.
Ros Vestn Perinatol i Pediatr 2016; 61: 5: 42-46 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-42-46

MI/ITOXOH,Z[pl/IaJ'[beIC 00JIe3HM — TpYIINa TeHeThYe-
CKMX 3a00JieBaHUI, KOTOpbIE XapaKTepU3YIOTCS
MEePBUYHBIM HApyIIEHUEM MMTOXOHIPUAIBHOTO OKUC-
JiTeNbHOTO (hocoprinpoBaHus — BaXKHeiIIero srtamna
KJIETOYHOTO JIbIXaHUSI. DTOT MPOIecC, KUZHEHHO HE00XO0-
TMIAMBIH 17151 pabOThI TIPAKTUYECKU BCEX KJIETOK OpraHu3mMa,
JIOKaJIM30BaH Ha BHYTpeHHel MeMOpaHe MUTOXOHIpUit [1].

benku oxucnutenpbHoro ¢dhochopuaMpoBaHUsl Haxo-
NISATCS TIOJT TBOMHBIM T€HETUUECKUM KOHTPOJIEM MUTOXOH-
JIPUATBLHOTO U siIepHOTO TeHOMOB. KoJiblieBOil MUTOXOH-
npuanbHbiil reHoM (MTAHK) coctout Bcero u3 16 569 map
OCHOBaHUIi, HO TIPUCYTCTBYET BO MHOXECTBE KOIUH MOY-
TH BO Bcex Kietkax opranusma. MTAHK konupyer Tonbko
37 reHHbIX MPOAYKTOB, U3 KOTOPBIX 13 — MOJUTIeNTUIHbIE
CTPYKTYpHBIE CYOBEIMHUIIBI JbIXaTeJbHBIX KOMILUIEKCOB,
22 — tpancnoptHsie PHK (TPHK) 1 2 — pubocomanbHbie
PHK (pPHK), Heobxonumble mist ux cuHte3a. OcTalib-
Has 4YacThb MUTOXOHJPUAJIbHOTO TIpOTeOMa, BKJIIOYAsI

© KonnekTtne aBTOpOB, 2016

Anpec nas koppecnonaenuun: BopornkoBa AHactacust CepreeBHa — H. COTp. Ha-
YYHO-UCCIIeI0BaTeIbCKOI JJaboparopun o6ieit nmatonorun HUKUW nenuarpun
nmenu akagemuka 0. E. BexsTuiuesa

JlurBuHoBa Hartanust AnekcanapoBHa — H.COTP. JaGopaTopuu

CyxopykoB Baagumup CepreeBud — 1.M.H., ipod., 3aB. 1abopatopueii
Hukonaesa ExatepuHa AnekcaHapoBHa — I.M.H., U.0. PyK. OTZieJIa ICUXOHEBPO-
JIOTUM M HACJIEICTBEHHBIX 3a00JIeBaHUIA C HAPYILICHUEM TICUXUKHI
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OOJIBIIIYI0 YaCTh PECTMPATOPHBIX KOMILIEKCOB, MX COO-
POYHBIX U BCIIOMOTATEJIbHBIX (haKTOPOB, a TakKXKe OelnKH,
HeoOxonuMble TSl moanepxaHus u akcnpeccun MTAHK,
0OEJIKOBOTO CHHTe3a W MUTOXOHAPUATBbHOW JIWHAMUKMU,
konupyetcst snepHoit JIHK, cuHTesupyercs B 1imTososne
U 3aTeM UMIMOPTUPYETCsI BHYTPb MUTOXOHApUH [1].
MutoxoHapuanbHbIe SHIIE(aTOMUOTIATUN — PaCIpo-
cTpaHeHHas1 (popMa MUTOXOHIPUATbHBIX 3a00JIeBaHUIA.
IpuunHO# SABISIIOTCS HapyIlIeHUsI TEHOB, OTBEYAIOIINX
3a BaxkKHe#IMe (PyHKUMU MUTOXOHApHUiA. BhI3piBaTh Ha-
pYyILIeHHUsI MOTYT BapuaHThl Kak MuToxoHaApuanbHoi JITHK,
TaK U SIACPHO-KOAMPYEMbIX MHUTOXOHAPHUAIIbHBIX T€HOB.
Bonee 50% cMHIPOMHBIX U HECUHAPOMHBIX (POPM 3HIIE-
anoMuronaTuii Mpu 3TOM CBSI3aHbI C BApMaHTAMU UMEHHO
MtIHK [2]. Huxe (Tab:a. 1) mpuBeaeHbI KIOYeBbIE MUTO-
XOHJIpUAIbHO-KOIMPYEeMbIe CHHIPOMBI, @ TAKXKEe TEHBI, Je-
(beKTBI KOTOPBIX O0YCIOBIMBAIOT YKa3aHHbIE CUHIPOMBI.
HawubGonee Tsokenbie ¢hopMbl MUTOXOHIPUAIBHBIX 3H-
1egasroMuonaTiii  BbI3bIBAIOTCS, KaK TPaBUJIO, MYTallu-
svu B reHax ATP6 u PHK. Hapymenns TPHK npusogsT
K CYIIECTBEHHOMY CHMXXEHWIO CUHTETUYECKON aKTUBHO-
CTHU OpraHeJsUIbl: MajaeT ypoBeHb OeJIKOBOI MpoayKiuu [2].
Benok xe, komupyeMmbriii reHoMm AT P6, siBisieTcst HeOOX0Iu -
Mot yacTbio Komrutekca V apixatenbHoit nemm (F F -AT®-
CHMHTa3bl), KOTopas (YHKIMOHUPYET KaK WOHHBIN Ka-
HaJl, UCIOJIb3ysd MeXMeOpaHHbI TPOTOHHBIN TpagueHT

POCCUCKWIA BECTHUK MEPUHATOJIOMU U MNEANATPUN, 2016; 61:5

42

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2016; 61:5



Boponkosa A.C. u coasm. Penkue Bapuanthl MutoxoHapuanbHoit JIHK y peberka ¢ sHiedanromuonaTueit

Ta6/1uua 1. Tunuynbie MUTOXOHAPUAJIbHbIC CUHAPOMBI U CBA3AHHBIE C HUMHU I'€Hbl, COINIACHO CBEICHUAM JIMTEPATYPbI [2]

CuHapom Tennr
MELAS MTTLI, MTTQ, MTTH, MTTK, MTTC, MTND1, MTND4, MTND5, MTND6, MTTS1, MTTS2
MERRF MTTK, MTTLI1, MTTH, MTTF, MTTS1, MTTS2
NARP MTATP6
LS MTND2, MTND3, MTNDS, MTND6
LHON MTCOI, MTCO3, MTCYB, MTATP6, MTNDI1, MTND2, MTND4, MTND5, MTND6
MIDD MTTLI, MTTE, MTTK

KSS Kpynusie npeneuuun, MT-TL, MT-TK

Ilpumeuarnue. MELAS — muToxoHapuaibHas 3HUE(DATOMUONATUS, JIAKTAT-aLU103, UHCYJIbTONON00HbIe 31n30/1b6l; MERRF — MuoxkioHuue-
cKasl 3MUJIeTICUs] C pBAHBIMU MbIlLIEYHbIMU BoloKHAMU; NARP — HeBpormnarus, atakcusi, TMIMeHTHas aereHepanus ceryatku; LS — cunapom
JIu; LHON — HacnenctBeHHas onrtuyeckas Heiipornatust Jlebepa; MIDD — Hacienyemblit 10 MATEPUHCKOM IMHUU CUHAPOM 1uadeTa u riy-

xoTbl; KSS — cunnpom Kepuca—Ceiipa.

it cuHTe3a AT®, yHMBEpPCATbHOTO MCTOYHUKA SHEPTUN
KJIeTKH [2].

OCHOBHOI1 TMarHOCTMYECKON 3arajkoil 0cTaeTcst BO3-
MOXHOCTb (hOPMHUPOBAHUS KIMHUYECKUX KAPTUH TaKHMX
pasHbix 3a0oseBaHuii, kKak MERRF u MELAS 3a cuet on1-
HOTHUITHBIX MYTaILIWi B OTNpeae/ieHHBIX TouKax reHoB TPHK
(Hanmpumep, ToueyHas 3ameHa A3243G). Crnemyer oTMme-
TUTB, 4TO MyTaruu reHoB TPHK B nmpyrux Toukax He nme-
10T TaKUX CYLIECTBEHHBIX MOATBEPKACHHBIX MTOCIIEACTBUIA
JUTS opraHu3Ma. B To ke BpeMs OnmucaHo KaK MUHUMYM
JIEBATH PA3IMIHBIX MyTaluii reHa A7TP6, KOTopbie TPUBO-
gt K cuaapomaM NARP, MILS u np. [3].

[IpeBanupyeT Ha CErOAHSIIHUI AeHb TEOPUSI O HAKO-
MJICHUW COOTBETCTBYIOIIEH MyTallMy B TKAHSIX U OpraHax,
MopaxeHue KOTOPBIX XapaKTEePHO JJIsI CUHApOMa. DTa Te-
OpHst KOCBEHHO TIOATBEPXKIeHA UMMYHOTMCTOXUMUYECKH -
mu ucciaenoBanusamu [3]. OmHako IMMPOKO pacIpocTpa-
HEHa W TeOpUs O BIUSHUM TaK HA3bIBAEMBIX BTOPUYHBIX
(T.6. ABISIOUIMXCS 3BEHOM (POPMMPOBAHUS IaTOreHe3a)
Hapyuenuit MTJIHK. BropuuHbie uamMeHeHUs UMEIOT Me-
Hee SIBHBIN XapaKTep MopakeHUs: OHU MOTYT CITOCOOCTBO-
BaTh YBEJMYCHUIO BOCIIPUMMYUBOCTH K pa3IMYHbIM 3200-
JIEBAaHUSIM WJTH IeICTBOBATh CUHEPTUYHO C MTAaTOTeHHBIMU
BapuaHTaMu. BropryHbie BapuaHThl MaJlo OMACAHBI B JIN-
TepaType 1 peaKo acCOLIMUPYIOTCS ¢ 3a00eBaHUSIMU. BbI-
SIBJICHWE U UCCIIe0OBAaHUE TTATOTEHETUYECKOTO MOTEHIINA-
Jla TAaKMX BapUaHTOB TPEICTaBIIsIET 0COOYI0 3HAYMMOCTb.

B cpenHem kaxnblii yenoBeK HeceT okojio 30 BapuaH-
toB MTIHK, omnuuarommxcst ot npuHsTON pedepeHcHoit
MOCIeI0BATeIbHOCTU. B 3aBUCMMOCTH OT 3THUYECKOM
MPUHAUIEKHOCTU YUCJIO OTKJIOHEHUI OT pedepeHca Mo-
xeT pocturatb 100 u Oonee BapuaHTOB [4]. BosbiimH-
CTBO U3 HUX MMEET BBICOKYIO BCTPEYaeMOCTb B CyOIOIy-
JIALIUSAX U TTO3TOMY TPU3HAHO HEMaTOreHHBIMU. B To Xe
BpeMsl TIPAKTUUYECKU JIIO0OI 4YeoBeK SIBIISIETCS HOCUTE-
JIeM B CpeHEM TISITU PeIKUX WU HOBBIX BAPUAHTOB, KO-
TOpbIE MOTYT OBITb ACCOLIMMPOBAHBI C 3a00JIEBaHUSIMU
WM He ONMMCaHbl B JuTepaType. Kaxknmblii U3 Takux Ba-
PUAHTOB MOXET SIBJIAITbCS OMpEAesSIomMUM  (DaKTOpoM
TpY pa3BUTUHU 3a00JieBaHMS. B CBSA3M ¢ 3TUM KOppeKTHasI
WHTEPIpEeTalns TMOTEHIIMATbHOM TMaTOTeHHOCTH  pel-
KUX W HOBBIX BapMaHTOB KpaiiHe BaxkKHa IUTSI BBISICHEHUS

WX KJIMHWYECKOW 3HAauMMOCTU. BapmaHT MoXeT ObITh
Kkj1accudUIIMpoBaH Kak BPeJOHOCHBII B TOM cilydyae, eciu
Hecylllasi ero MUTOXOHIPUST UMeeT nedeKThl B (PyHKIIMO-
HUPOBAHUM JbIXaTeJIbHOM 1IN, DTO JOKHO OBITh TOMI-
TBEPXIEHO (DYHKIIMOHATBHBIMU UCCIEIOBAHUSIMU, TPAHC-
MUTOXOHAPUATbHBIMU THOpUIaMu 1 T.J. OgHakKo Takue
HCCIIeIOBaHUST TPEOYIOT OOMBIINX BPEMEHHBIX U (DPMHAH-
COBBIX 3aTpar. 3a4acTyi0 HET BO3MOXHOCTM U HEOOXOIM-
MOCTH MPOBOIUTH MOJOOHbBIE UCCAENOBAHUS JUISI KAXKIOTO
00HapYXE€HHOTO PeKOro Wi HOBOTO BapuaHta. [Toatomy
HEeoOXOMUM TIpeBapUTEbHbIN aHaJIN3 TOJYYeHHBIX pe-
3yJIBTATOB C TIOMOIIBIO KOMMEPUECKUX M OTKPBIThIX 0a3
JMAHHBIX, aJITOPUTMOB MCCIeI0BaHUS OETKOBOI CTPYKTYPbI
U TIpeficKa3aHus TaTOTeHHOCTH BapuaHTOB. Takoi aHau3
OyJeT MpencTaBieH B HACTOSIIIEH CTaThe.

XapakrepucTuka nauneHTa u MeTogbl
uccnepoBaHus

Pe6enoxk I1., 4 ner, BriepBble OB 00CIIENOBAH B OT-
JeIEHUM TICHXOHEBPOJIOTUU M HACJIeJICTBEHHBIX 3a00I1e-
Banuit OCI1 HUKU nenuarpun um. FO.E. Benasruiena.
TMoctynun ¢ kxanobamMyu Ha TEPUOAUYECKUE TPUCTYITBI
OJIeMHOCTH, TOITHOTHI, PBOTHI, BSJIOCTH, TOJIOBHOM OOJIH.
B ponociioBHOIt ciiyyait TOBTOPHbBI — Y CTaplleid CecTphbl
8 JeT MMEIoTCs aHaJOTMYHBIe KajloObl. Y MaTepu depe3
6 Mec mocie poXAeHUs MajdburMKa MaHU(ECTUpOBall ca-
XapHbIii 11abet 1-ro Tumna.

PeGeHok oT BTOpOIi (DM3MONIOTMYECKN TIPOTEKaBIIEi
oepemeHHocTH. Pombel BTOphle Ha 38-11 Hemesle IUIAHO-
BBIM KecapeBbIM cedeHueM. [Ipu poxkaeHUM macca Teja
2450 1, nmuHa 49 cM, olieHKa 110 1Kaje Anrap 7/8 6aios.
Pannee passutne nmpotexaio 1o Bo3pacty. C 1,5 jeT mo-
SIBUJICH TIPUCTYITBI 6OJIM B KUBOTE C TOITHOTOM, PBOTOM,
BSUTOCTBIO, COTIPOBOXIATUCH TOSIBICHUEM 3araxa alle-
tToHa. Ilo3mHee MPUCOEAMHUIUCH TPUCTYIBI TOJOBHOM
6onu. [Ipu obcienoBaHUM OTHOKPATHO OblIa BBISIBJICHA
rurniornukemMust 2,4 mmonb/n. HabGmopancs nenuatpom
1 HEBPOJIOTOM IT0 MECTY XXUTeIbCTBA. [1pu obcienoBaHumM
B Halllelf KITMHUKe B Bo3pacTe 4 JieT obpaliiaja BHUMaHWe
3amepxkKa (puzumueckoro pasButusi: poct — 94 cm (10-it
MepUeHTWIb), Macca Teaa — 12 kr (<3-ro mepueHTuIs).
OTmMmeueHa 3afepkKa TEMITOB TICMXOPEUEeBOTO Pa3BUTHS,
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MOTOpPHAsl HEJOBKOCTb, HEYETKOCTh BBHITIOJTHEHUS KOOP-
JMUHATOPHBIX MPo0, yMepeHHass mud@y3HasT MbIIIEYHAs
TUIIOTOHUSI, TUTIOTpodUs, cuMnToM babuHckoro cripaBa.
KoXHbIe TTOKpOBBI YKMCThIe. B JIeTKUX AbIXaHWE BE3UKY-
napHoe. CeplevHble TOHBI SICHbIe, PUTMUYHBIE. 2KWBOT
MSITKUIA, 6e3001e3HeHHbI. [TeueHb 1 cene3eHKa He Tajib-
nupytorcst. Ctyna, nuype3 B HopMe. CIyx U 3peHue He Ha-
PYIIEHBI.

M3MeHeHNIT B KITMHUYECKUX aHAIM3aX KPOBU U MOYH,
OMOXMMUYECKOM aHaJu3e KPOBM HE OOHapyXeHO. ALM-
11032, TUTIepIaKTaTaluaeMu HeT. Ha amektposntedarno-
rpamMme (D3I maronornyeckux MU3BMEHEHU I He BBISIBIIEHO.
[To nanubIM yabrpasBykoBoro ucciemoanusi (Y3U) Ha-
PYIIEHMIT BHYTPEHHUX OpraHOB He oOHapyxeHo. [Tpu mo-
BTOPHBIX MCCIEAOBAHUSX MOUYM METOIOM Ta30KUIKOCT-
HOI XpomaTorpamm — XpOMAaTOMACC-CITIEKTPOMETPUN
BBISIBJIEHa ITUKapOOHOBasi U MOHOKapOOHOBAs allumaypus,
MTOBBIIIIEHHAST KCKPEIUsT THAPOKCUMACISIHOM M sTHTap-
HOI KMCJIOT. B criekTpe aMMHOKUCIIOT U allMIKAPHUTHHOB
KPOBM U3MEHEHUI He OOHapyxXkeHO (MEeTOoA TaHIEeMHOM
Macc-CreKTpoMeTpun). Takum o0pa3om, ObLIM UCKITIOYE-
HBI 0OJIE3HU TPYMIbI OPTAHUYECKUX alMaypuii 1 medek-
TOB OKWCJCHUST XXMPHBIX KUCJIOT. YCTaHOBJIEH JMarHo3:
LMKJIMYECKHNEe alleTOHEMUYeCcKre COCTOsIHUSI (pBOTa), 3a-
JiepskKKa (U3MUECKOTO 1 TEMITOB TICUXOPEUEBOTO PAa3BUTHSI.

B nmanbHeitiieM Ha (hoHe COOMIOACHUST TUETUUYECKHUX
peKOMeHIaWil (CHIKEHWE KBOTBI JIMMTUIOB B palMioHe,
yacToe JIpoOHOE NMUTaHUE) U KypCOB JIEBOKAPHUTHUHA TPO-
M30IIJIO YIYYIIeHUEe COCTOSTHUS: UCUYE3JIA TTPUCTYITHI 00N
B XXMBOTE, TOITHOTHI M PBOTHI. OIHAKO COXPAHSIINACH XXa-
JIOOBI Ha BBIPAXXEHHYIO YTOMIISIEMOCTD, MBIIIEYHYIO CJla-
00CTb, TOJIOBHYIO 00JIb, TPYTHOCTH YCBOCHUSI IIKOJBHOTO
MaTepuaia. B cBsI3u ¢ momo3peHneM Ha MUTOXOHIPHAITb-
HBII TeHe3 TATOJOTUM (B TOM YMCIIe YYUTBIBas AaHHBIE
POJIOCTIOBHOI — aHaJIOTMYHOE 3abosieBaHMe Y cubca, Ha-
JITYIME caXxapHOTO nruadeTa y MaTepy) ObLIO TIPOM3BENECHO
cekBeHUpoBaHUe TI0 CIHTEPY MOTHOM TTOCIeNOBaTeILHO-
ctu MTAHK pebenka.

JIHK BeIgensuiachk n3 cyxux Karnesiab Kposu. Jlanee npo-
Bomwiach amrupukanus MTIIHK ¢ ncnons3oBanuem 50
rmap mpaiMepoB, TTOJydeHHbIe (hparMeHThI CEKBEHUPOBA-
Jick ¢ momouibto BigDye Terminator (Applied Biosystems
Inc, CIIIA) Ha reHeTuueckom aHanuzatope ABI 3500.

Ba3bl paHHbIX U WHCTPYMEHTbI aHaNnun3a
MUTOXOHAPWaJNbHbIX BapUaHTOB

[TonyyeHHbBIe TaHHBIE CPABHUBAJIUCH C TIEPECMOTPEH-
Hoit KeMOpumkckoil pedepeHCHON ITOcaenoBaTeIbHO-
ctoio (rCRS): GenBank NC_012920 gi:251831106.40,4.
[Mpumensiin nporpammHoe obecrieueHune Applied Biosys-
tems: Sequencing Analysis 6, Seqscape Software 3.

JIs aHaIM3a BBISIBIEHHBIX OTJIIMYUI OT pedepeHCHOM
MOCJIEIOBATETbHOCTA ~ MCTIONB30BAIA  MEKIYHApOIHBIE
6a3bl naHHbIX: PhyloTree, MITOMAP, The Human Mito-
chondrial Genome Database, The Mamit-tRNA database.

PhyloTree (http://www.phylotree.org/) [5] comepxur
HauOoJjee MOoJHYI0 MHOOPMALIMIO O MUTOXOHAPUATLHOM

OPUINHAJIbHBIE CTATbU HACJIEAQCTBEHHbIE BOJIE3HU

dunoreHeTMyeCcKOM JapeBe ueiaoseka [6]. YacTora BcTpe-
YaeMOCTH BapUMaHTOB B Pa3HBIX TaIUIOTpyMIiaXx HEOIU-
HakoBa. Ecim penkue BapraHThI OOBIYHO BCTPEYAIOTCS
B ONpeeJICHHOM TaIIorpyIine, TO HU3KKe aJlle/IbHbIe Ya-
CTOTBI MOTYT OBITH CBSI3aHBI C HEJOCTATOYHOM 3THUYECKOIM
MPeACTaBIIEHHOCThIO B 0a3e JaHHBIX. 3a4acTyl0 y OJHOTO
yeJoBeKa MOXKET OOHapyXMBaTbCsl HECKOJbKO Traruio-
TPYIIITOBBIX MOTHBOB. [ATUIOTpyNiy MPUHSTO ONpEeaeisITh
10 JTOMUHUPYIOIIEMY MOTHBY, TP 3TOM BapUaHTBI, ac-
COIIMMPOBAHHBIE C IPYTUMU TaIJIOTPYIITAMU, CUYUTAIOTCS
HEIaTOreHHBIMU [5].

MITOMAP (http://www.MITOMAP.org/MITOMAP)
[7] comepuT naHHBIe KaK MyOJWYHBIX, TAK U KOMMeEp-
YECKMX PECYpCOB; SIBISIETCS OCHOBHBIM HMCTOYHHKOM
MHGOPMALIMKM TT0 MUTOXOHAPWAIBHBIM BapuaHTaM. Bce
BapuaHTBl B HEM pa3leieHbl Ha JBe KaTerOpHWH: TOJIU-
Mopdusmbl 1 myTaimu. K monumopdusmam oTHOCSTCS
HeIaToTeHHbIe, COMaTUYeCKUe U HeOMyOTMKOBaHHbIE Ba-
puaHThl. K MyTalysM OTHOCSTCS MTOATBEPKACHHBIE TTATO-
TeHHbIE W aCCOLIMMPOBAHHbBIE ¢ KAKMM-JIM00 3a0071eBa-
HMEM BapuaHTHI.

The Human Mitochondrial Genome Database (mtDB)
(http://www.mtdb.igp.uu.se/) [8] comepxut okoso 3000
MUTOXOHIPHUATBLHBIX TEHOMOB 3I0POBBIX JIIONEH U SIBJISI-
eTCSl BaXKHBIM MHCTPYMEHTOM JUTSI OTIpeleIeHUsT 4acTo-
Thl BcTpeyaeMocTu. st onpenenenust BapuanTa MtIHK
KaK peIKoTro UCIOIb3yeTCsl TOPOroBast ajijieJibHasi 4yacToTa
<0,2%. CrneayeT OTMETUTb, YTO TPEACTABIEHHOCTb pa3-
HBIX 3THUYECKUX TPYII (M COOTBETCTBEHHO, TarlJIOTPYITIT)
Ha IaHHOM pecypce CUJIbHO pa3HuTcsl. HekoTtopeie Bapu-
AHTBI MOTYT 0Ka3aThCsI PEAKUMHM TOJBKO B CBS3U C HEIO-
CTaTOYHOM MPEACTABIEHHOCTBIO POCCUICKOM TIOTTYJISILIVIN.

The Mamit-tRNA database (http://mamit-trna.u-stras-
bg.fr/human.asp) [9] comepxut uHpopmanuio o TPHK
MJIEKOITUTAIOIINUX W UCTIOJIB3YeTCs ISl OLEHKM 3HAYEHUS
BapuanTa B reHax TPHK muToxonmpmii.

Knaccudukaumsa sapnantos MTAHK B Hawuem
uccnenoBaHuun

IIpu uHTepnpeTanuu nojydyeHHbIX BapraHnToB MTIHK
OCHOBHBIM JIOKYMEHTOM SIBIISIETCS PEKOMEHIAIINST TI0 KTac-
cudUKaIM MUTOXOHIPUATBHBIX BAPUAHTOB, BBITTYIIIEHHAS
B 2012 . mMcclienoBaTeIbCKOM TPYIIoil AMEpUKAHCKOTO
KoJutemxa reHeTuku 1 reHomuku [10]. B Heit npennaraercs
paccMaTpuBaTh BAPMAHTHI B paMKaX TPeX TPYIIIT:

1. Henamoeennoiii 6apuanm — BapuaHT O0O3HA4YeH
Ha MITOMAP kaxk «moauMopdusM»; HET CBEIEHUH O ero
aCCOIIMUPOBAHHOCTU C 3a00JIeBAHUSAMU B TTOMYJISIIINOH-
HBIX WM CEMEMHBIX UCCIIEOBAHUSIX; €r0 ayjie/ibHas Ya-
crora BmtDB>0,2%.

2. Hekaaccughuyuposannoiii éapuanm — 000 Bapu-
aHT, COOTBETCTBYIOIIMIA MO KpaiiHEe Mepe OMHOMY U3 Clie-
IYIOIINX KPUTEPHUEB:

a) HOBBI BapUaHT;

0) peakuili BapuaHT, KOTOPBII 00OO3HaueH

Ha MITOMAP kak «monmumopdusm», HO €ro Her

B 6asze mtDB win yacrora ero Bctpeuaemoctu < 0,2%;
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B) penkuii BapuaHT, O0O3HAUEHHBIH B JIATEPAType

uan Ha MITOMAP kak «myTtaiusi» Ha OCHOBaHUU KC-

CJIeIOBAHUS OTHOM CeMbU WM OHOM cTaThu 63 (PyHK-

IIMOHAJIbHBIX MCCIIe0BAHUI €r0 MaTOreHHOCTH.

HexnaccudunumpoBaHHble BapuaHTBl B 3TOM KaTe-
TOPUU JTOJKHBI OBITh JOTOJTHUTEIBHO OlIEHEHBI in silico
WHCTPYMEHTaMU T10 TpeACcKa3aHUI0 CTPYKTYphl Oeinka
WY C TOMOIIIBIO APYTUX 0a3 JaHHBIX:

1) 11 MUCCeHC-BaprMaHTOB, SBOJIIOIIMOHHOI KOHCEp-

BAaTUBHOCTU U KOMITHIOTEPHBIX aJITOPUTMOB UCTIOJIb3Y-

10T in silico npeackaszaHust TATOTEHHOCTH;

2) ecnu BapuaHT MTJIHK BcTpeuaercst B omHOM 13 MU-

toxoHapuanbHbix TPHK reHoB, mcrnonb3yercst 6asa

nmaHHBIX Mamit-tRNA.

3. [lamoeennwiii 6apuanm — BapuaHT, KOTOPBI 000-
3HA4YeH KakK «MoATBepxKaAeHHass MmyTaiusi» Ha MITOMAP;
OBLIT ONMCAaH B HECKOJIBKUX KIIMHUYECKUX MCCIETOBAHUSIX
OTIENbHBIX TTALIMEHTOB WIK CeMeil; conepXuT (yHKIINO-
HaJIbHbIE UCCIIETOBAHMSI.

Pe3ynbTathl

IMonyyeHHble oTAMYMS OT pedhepeHCHOM MocieaoBa-
TEJLHOCTU TpeACTaBieHbl B Ta0s. 2. Bcero HaiineHo: 32
BapuanTa. [aruorpynmna: U5Sb (USblel).

K rammorpynmoBbiM MoTuBaM oTHocsTcs 27 (84%)
BapUaHTOB. DTU BapUaHTBI CUNUTAIOTCS HEMAaTOTeHHBIMMU.
CornacHo JaHHBIM JIUTEPaTyphl, TONOOHAS KapTWUHA Ha-
GJrtomaeTcst MpaKTUYeCKK Beeraa: B cpeaHeM 70—95% naii-
JIEHHBIX BAapUAHTOB SIBJISTIOTCSI MapKepaMU TaruIoOrpyI
[11, 12]. ITpuuynHa 3aKitoyaeTcsl B TOM, YTO pedepeHCHasI
nocienoBateabHOCTh TCRS OTHOCUTCS K ramjorpymnre
H2a2a. Eciu nccaemyeMbrii oopa3en] OTHOCUTCST K APYTOi
raryIorpyIine, YUCJIO TOYEYHBIX OTKIIOHEHH OT pedepeH-
ca MoxeT kosedarncst ot 20 1o 100.

Takxe OBUTM MCKJTIOYEHBI M3 PACCMOTPEHUST KpaitHe
MOTMMOPGhHBIE BApUAHTHI, TIPEXIe OMMCAaHHbIE B IUTepa-
Type B TUIIepBaprabeIbHBIX CETMEHTaX KOHTPOJILHOTO pe-
rmoHa MUTOXOHApHUabHOro reHomMa 303—315 u 522—523
[11]. Takum oGpa3oM, B (hOKYC HaIlIeTO UCCIeT0BaHUS T10-
Majii BApuaHThI, TIpe/ICTaBJIeHHbIE B Ta0JI. 3.

CoracHO yKa3aHHBIM paHee KpUTepusiM (ayljiesib-
Hag uyacrota B mtDB<0,2%, BapuanT 00603HaueH
Ha MITOMAP kak nonumopdusm), 3T BapuaHTbl OT-
HOCSAITCST K HeKJTacCuDUImpoBaHHBIM. A9644G TipuBOIUT
K CMHOHUMWYHOI 3aMeHe, B CBSA3U C YeM BEPOSATHOCTh
ero rnatoreHHocT MuHuManbHa. T8477C sBisieTcss MUC-
CeHC- (T.e. MPUBOIUT K 3aMeHEe aMMHOKHUCJIOThI B OeJKe)
BapraHTOM B TeHe cyobenuHuUIl 8 AT®aswr, C12562G
SIBJISIETCSI MMCCEHC BapMaHTOM B cor-CyObeAuHMIE 5
HAJIH-youxnHoH-oKcuaopenykrassl. B Tadi. 4 mpusene-
HBI TIOKA3aTeJN, TTO3BOJISIIONINE OIIEHUTh MTOTEHIINATBHYIO
MMaTOTeHHOCTh HalIECHHBIX BAPUAHTOB.

Kak ynomuHanoch Bbiie, in silico olleHKa HOCUT
MpeIBapUTETHHBIN XapaKTep U MOXKET OBbITh MCITOJIb30BaHa
TOJIKO B Ka4eCTBE OCHOBAHUSI JJIST TaTbHEHIIINX UCCIIeN0-
BaHUiA. B naHHOM ciydae olieHKH in silico pa3jInyHbIX aj-
roput™MoB pacxomsitcst. Bapmant m.C12562G Haxomutes

Tabauya 2. Pe3ynsTaThl HAJOXKEHUS MOJTYYEHHOTO CUKBEHCA
namuenTa I1. Ha pedepencHyio nocienosareabHocth rCRS

[Mozumus 3HaueHue 3HaueHMe
HYKJIEOTHIa BrCRS B 0Opaslie
73 A G
150 C T
263 A G
314 T Hucepuus TCC
523 CA Heneryst
750 A G
1438 A G
2706 A G
2757 A G
3197 T ©
4769 A G
5656 A G
7028 C T
7768 A G
8337 T C
8477 T ©
8860 A G
9477 G A
9644 A G
10283 A G
11467 A G
11719 G A
12308 A G
12372 G A
12562 C G
12616 T C
13617 T (@
14182 T C
14766 C T
15326 A G
16270 C T
16465 C T

B JIOCTaTOYHO KOHCEPBATUBHOM JIOKyce Oejika, 4yTO yKa-
3bIBACT HA €r0 3HaYMMOCTh. Kpome Toro, HECHUHOHUMUY-
HbI€ 3aMEHBI MOTYT UMETh BTOPUYHBIN XapakTep; BIUSTh
Ha CTPYKTYpy Oejika He HamnpsiMylo, a OTloCpeOBaHHO —
yepe3 JIHK-3aBucumbie peryiasitopHbie (aKTOpbl, B3au-
MOCBSI3U C SIIEPHBIMU TreHaMu U T.0. Kak m3BecTHO, MH-
MVBUAYyaJbHBIE TouyeyHble ocobeHHocT MTIHK wmoryr
WMETh JIaTeHTHBIE MATOTeHHbIE CBOWCTBA, TPOSIBJICHUE
KOTOPBIX 3aBUCUT OT BHEIIIHUX W HACJIEICTBEHHBIX (DaKTO-
poB [6]. B cBs31 ¢ MIPeaoOIOXKUTETbHO MUTOXOHIPUATb-
HBIM T€HE30M KJIMHUYECKUX MPOSIBICHUI y peOeHKa ume-
IOTCSI OCHOBAaHUSI CUUTATh, YTO OOHAPYKEHHbIE BAPUAHTHI
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Tabauya 3. BapuaHTbI-KaHAMAATHI HA MATOr€HHOE BJIUSHUE

OPUINHAJIbHBIE CTATbU HACJIEAQCTBEHHbIE BOJIE3HU

BapuaHt Jlokyc Tumn a/K 3aMeHbI AsutenbHast yactota B mtDB, % O6o3nauenrie Ha MITOMAP
m.T8477C MTATPS Hecunonumuynas S—P 0 IMomumopduzm
m.A9644G MTCO3 CunonnmnuHasts W—W 0,03 [Mommmopduam
m.C12562G MTNDS Hecunonumuunas L—V 0 [Monmumopduzm

IIpumeuanue. 3nech v B Tab1. 4: a/K — aMUHOKHUCIIOTHAS.

Tabauya 4. lannbie in silico HHCTPYMEHTOB NMpeICKA3aHUS 3HAYEHUSI AMUHOKUCJIOTHOI 3aMeHbI

HpeIlCKa3aHHaH MMaTOTr€HHOCTh

KoHcepBaTUBHOCTD JIOKYCa

Bapuan A/K savena PolyPhen Provean Sift amuHokucnoTel, MITOMAP
HenaToreHHbIit HenaToreHHblit HemnaTtoreHHbIit
m.T8477C p.S38P (ouenka 0,02) (oueHka -1,841) (ouenka -0,31) 17%
m/C12562G p.L76V Cxopee Bcero maTtoreH-  HemaToreHHBIIT HenartorenHsiii 80%

Hbli (omeHka 0,996)

(oueHka -2,295)

(oueHka 0,31)

Ilpumeuanue. PolyPhen — in silico MHCTpYMEHT [1J1s1 ITpeicKa3aHUsl MOTEHIIMaJIbHOM BPEIOHOCHOCTY aMUHOKUCIIOTHOM 3aMeHbl. O1ieHMBaeT Ba-
puaHT ot 0 (HermaToreHHbIi) 10 1 (maToreHHbIi); Provean — in silico MHCTpYMEHT [UIsl peicKa3aHusl OTEHIIMATbHON BPEIOHOCHOCTH aMUHO-
KHUCIIOTHO# 3aMeHbl. OlIeHKa TPOBOAMTCSI Ha OCHOBAHUH ITOPOTOBOTO 3HAYCHUS: OLIEHKU MEHEE -2,5 CBUAETEIbCTBYIOT B ITOJIb3Y MATOTEHHOCTU
BapuaHTa; Sift — in silico MHCTPYMEHT ISl IpeicKa3aHusl TOTEHIIMATIbHOW BPEIOHOCHOCTY aMUHOKHUCIOTHOM 3aMeHbl. OLieHUBAET BEPOSIT-
HOCTb U3MEHEHUS (PYyHKIMU OeIKa MpU aMUHOKUCIIOTHOH 3aMeHe. JIocToBepHOil cunTaeT oleHKY (BepossTHOCTh) <0,05; KOHCEpBaTMBHOCTh
AMUHOKHUCJIOTHOTO JIOKYCa OIIEHMBAETCS] HA OCHOBAHMM TMENTUIHBIX ITOCJIeIOBATEILHOCTEM 45 BUIOB MTO3BOHOYHBIX XKUBOTHBIX. [TprBOAUTCS
MPOLEHTHAsI 10J1s1 BUJIOB, [UTsi KOTOPBIX XapaKTEPHO TO K€ aMUMHOKMCIOTHOE OCHOBAHME B JAHHOM JIOKyce, 4yTo U it rCRS.

NMOTCHIMAJIbHO MOT'YT BHOCHUTDH BKJIaJ B PA3BUTUEC MTATOJIO-
TUYCCKUX IMPOLIECCOB.

3aknovyeHue

ITpoBeneHO MOJEKYISIPHO-TEHETUYECKOE UCCIIEN0-
BaHue MutoxoHapuanbHoit JIHK pedenka ¢ momospeHu-
€M Ha MUTOXOHAPUATbHBIN TeHe3 matojoruu. HecMoTpst
Ha TO YTO TOCTOBEPHO MATOTEHHBIX BAPUAHTOB Y MalleH-
Ta He BBISIBJIEHO, HEKOTOPhIE M3 OOHAPYXXEHHBIX OCOOCH-
Hocreit MTIIHK MoryT numerh KIMHUYECKYIO 3HAUMMOCTb.
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Beals syndrome (congenital contractural arachnodactyly) in children: Clinical symptoms,
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CraTbsl NOCBSIIEHA PEKOMY MOHOTEHHOMY 3200JI€BAHMIO COETMHUTEIbHON TKAHM U3 rPYNNbl (hHOPHLIMHONATHIA C AYTOCOMHO-IOMHU-
HAHTHDBIM THIIOM HACJIeI0BaHUS — cuHIpoMy Buiica, o0yciioBiennomy mytanueii rena FBN2. O0panieno Buuvanue Ha 60.1b1oe (heHo-
THUNMYECKOE CXOICTBO 3TOro 300 1eBanus u cunapoma Mapdana (Myrauus reaa FBN1), 4to cBSI3aHO ¢ NOYTH NOJIHOI MAEHTHYHOCTHIO
JBYX 0esikoB — ¢uopuamaa 1 u pudpuuHa 2.

IIpencraBieHo KanHuYecKoe HaOmoneHue peOeHKa ¢ cHHAPoMoM bBuica ¢ THNMYHBIMM TpOsBIEHUAMH 00Je3HH: ACTEHHYECKoe
TeJIOCJI0KEeHHe, APAXHOJAKTIIINS KICTeil M CTOM, BPOXK/IEHHbIE KOHTPAKTYPbI KPYMHBIX M MEJKUX CYCTABOB, He)opMalus rpyIHoi
KJIeTKH, KnoCKOINO03, IIIOCKOCTONHE, HAJIMYHE «MATOro» yxa. IIposenen auddepeHImMaNbHbIi TMATHO3 C APYTMMH 00JI€3HAMH CO-
€/IMHUTEJIbHON TKaH! — ¢ cunapomoM Mapdana, Ctuknepa, Daepca—/lanno, roMmonucTHHypUeii, apTpOrpuno3oM. Y npodaHa ama-
rHo3 cunapoMa Buiica noarsepxknen pesynsraramu JIHK-mnarnoctuku. B ak30He 28 rena FBN2 oGHapyxkeHa paHee He OnMCaHHAS
muccenc-myranus ¢.3719G>A, npuBoasmas K aMUHOKHCJIOTHON 3aMeHe muctuHa HAa Tupo3uH (p.Cys1240Tyr) B cTpykType Oeika
¢uopmmHa 2. Myranus Bo3nukia de novo. /loka3aHa ee maToreHHOCTh B (hOPMUPOBAHMN KIMHAYECKOI CHMIITOMATUKH 00JIE3HH.
O6cyxnarores npodems! 3¢ GeKTUBHOTO MeAMKO-TeHeTHYECKOr0 KOHCYISTUPOBAHNUS B IAHHOI cemMbe.

Karoueewte caosa: demu, cunopom buaca, cundpom Mapgpana, een FBN2, mymayus ¢.3719G>A, 6eaok hubpusnun 2, kaunuuecxkue
npusHaxu, ouggepenyuarvHas OuazHOCMuKa, MeouKo-2eHemu4ecKoe KOHCYAbmuposaHue.
Ansa uutuposauus: CemsiukuHa A.H., bansHeu E.A., BouHosa B.10., boyeHkoB C.B., Xapabaase M.H., HukonaeBa E.A., IMonskoB A.B. CuHapom

Bunca (BpoxaeHHast KOHTPAaKTypHasl apaxHOAaKTUINS) Y AeTeR: KIMHNYeckas CUMITOMATVKa, ANarHocTvka, e4eHne v npogunaktmka. Poc BecTH
nepuHaton v neamarp 2016; 61: 5: 47-51. DOI: 10.21508/1027-4065-2016-61-5-47-51

The paper deals with a rare monogenic connective tissue disease from a group of fibrillinopathies with autosomal dominant inheritance —
Beals syndrome caused by a mutation in the FBN2 gene. Attention is drawn to the high phenotypic similarity of this disease and Marfan
syndrome (FBN1 gene mutation), which is associated with the almost complete identity of two proteins: fibrillin 1 and fibrillin 2.

The paper describes a clinical case of a child with Beals syndrome and the typical manifestations of the disease: asthenic constitution,
arachnodactyly of the hands and feet, congenital contractures of the large and small joints, chest deformity, kyphoscoliosis, talpes,
and crushed ears. The investigators made a differential diagnosis with other connective tissue diseases, such as Marfan syndrome,
Stickler syndrome, Ehlers—Danlos syndrome, homocystenuria, and arthrogryposis. DNA diagnosis verified the Beals syndrome
in the proband. Exon 28 in the FBN2 gene showed the previously undescribed missense mutation of ¢.3719G>A, resulting in the amino
acid substitution of cysteine for tyrosine (p.Cys1240Tyr) in the structure of the protein fibrillin 2. A de novo mutation occurred. There
is evidence for its pathogenicity in the development of the clinical symptoms of the disease. The problems of effective medical genetic
counseling in this family are discussed.

Keywords: children, Beals syndrome, Marfan syndrome, FBN2 gene, c.3719G>A mutation, fibrillin 2 protein, clinical signs, differential
diagnosis, medical genetic counseling.
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DuOpUITMHONIATUN XapaKTepU3YIOTCS OONBIINM (PeHO-
TUMUYIECKUM CXOICTBOM, YTO HEPEIKO MPUBOIUT K ITO-
CTAaHOBKE OIIMOOYHOTO AMAarHo3a He TOJIbKO BpayaMu,
HO W WCCIeNOBATENsSIMU, SIBIISIONIMMUCI KOpUDesIMu
B 00JIaCTH TIATOJIOTUM COEIMHUTETHLHOM TKaHMU.

Cunnpom bujca, wiu BpoxkIeHHasT KOHTpaKTypHast
apaxXHOMAKTUINST OBbIT BIIEPBbIE BBIAEJIEH B CaMOCTOSI-
TEJbHYIO HO30JI0TUYECKYyI (opMy IByMsl HUcCCeaoBa-
tensmu R. Beals u E Hecht B 1971 r. [1]. Ananu3 nute-
paTypbl, TIPOBEACHHBIN 3TMMU aBTOPaMU, TTO3BOJIMI UM
HalTh cooOieHus emre 00 11 Mmoxoxux OOJbHBIX, Cpean
KOTOPBIX OKa3ajach M JIeBOYKA, pe3yJbTaThl 00CIea0Ba-
HUs KOTOpoit mpencraBuia A. Marfan B cBoeit mepBoii Imy-
OnuKauuy o 3a00J1eBaHWUM, TTOJYYMBIIEM BIIOC/IEICTBUN
HauMeHoBaHUe «cuHIpoM Mapdana». Takum obpaszom,
repBoe OIucaHue cuHApoMa bwica caenan ¢paHity3-
ckuii reauaTp A. Marfan B 1896 .

Yacrora cuaapoma busica B MOy He YCTAaHOB-
sieHa. Ony0auKoBaH 0030p JIMTEpaTyphbl, B KOTOPOM CO-
ob1aercs o 40 ceMeHbIX cllydasix, HacuuThiBatronux 120
OOJIBHBIX [2].

3abosieBaHME HACJEAyeTCsl IO ayTOCOMHO-IOMU-
HAHTHOMY THUITY, 0OYCJIOBJIEHO MyTalMsIMU B TeHe FBN2,
JIOKQJIM30BAHHOM Ha UIMHHOM TIIeuye XPOMOCOMBI 5,
B siokyce 5q23-q31 [3, 4]. [en FBNZ2 xonupyeT aMUHO-
KHCJIOTHYIO TIOCJIeIOBaTeIbHOCTh OeKa (udpuiiimHa 2,
COCTOMT U3 65 3K30HOB, ero pazMep 10,7 ThIC. TI.H.

B Hacrosmiee Bpems ommcaHa 81 Myrtaumsi B TeHe
FBN2: 55 mucceHc-MyTaimii, 15 MmyTtauumii caitta-cruiai-
CHHTa, OCTaJbHbIe — TOYKOBBIE M TPOTSDKEHHBIE Iejie-
unu, uHeepmn. OKojo 75% BHISIBICHHBIX MyTallUil Ha-
XOIATCST B 9K30HaAX 24—36 M 0OyCIOBIMBAIOT Hambojee
TSDKEJIYI0 CUMIITOMATUKY 3a0oseBaHus. Tak, u3 22 naiu-
€HTOB C MUCCEHC-MYTaIlUSIMU B YKa3aHHBIX 9K30HaX y 3
OblJ1a TMarHOCTUPOBAHA AVJIATALIUSI KOPHST AOPTHI.

Oo6pamraet BHIMaHue (DeHOTUITMIECKOE CXOACTBO JBYX
pa3HbBIX 3a0oneBaHNi — cuHApoMoB Mapdana n buica,
acCOIMMPOBAHHEIX ¢ nedekTamu reHoB FBNIu FBN2 co-
OTBeTCTBEHHO. CXOACTBO 3TUX (PUOPUJUTMHOTIATUI, TIPU-
Be/llllee JaXke TaKOro MaTpa (hpaHIly3CKOU MeauaTpuu,
kak A. Marfan, K mocraHoBke OIIMOOYHOTO AMArHO3a,
00YCJIOBJIGHO TIOUTH TTOJTHON WAEHTUYHOCTHIO ABYX Oej-
KoB — ¢ubpuumHa 1 u pudbpuuHa 2. Creayer 3ame-
TUTb, YTO MyTallUM B 3K30HaX 24—32 reHa FBNIy 6ojb-
HBIX C CUMHApoMOM MapdaHa TakKe XapaKTepu3YITCs
TSKECTBIO OOJIE3HM ¢ paHHUM (hOPMHUPOBAHUEM aHEBPU3-
MBI A0PTHI U TNTIOXUM XKXKM3HEHHBIM ITPOrHO30M |5].

JokazaHo, yro u GuOpWIIMH 2, U GuoOpULINH |
MMEIOT CYIIeCTBEHHOE 3HaYeHUE TSI TTPaBUILHOTO (hop-
MMPOBaHUST BHEKJICTOYHOTO MAaTPUKCA COCTMHUTETbHOM
TKaHW U BIUSTIOT Ha (DYHKIMOHMPOBAHUE DJTACTUIECKHUX
BOJIOKOH, TIpU 3TOM (pUOpUIUITMH 2 HampasisieT COOpKY
5JIACTUYECKNUX BOJIOKOH BO BpeMsl paHHEro sMOpuore-
He3a. YCTaHOBJIEHA pas3fiMyHasi 3KCIpeccust Guopui-
JUHOB | 1 2 B Xxpsiiie yxa O0JIbHBIX ¢ (UOpUILTUHOTIIA-
tusimu. Hanuuue ¢pubpuanmHa 2 B Xpsiiie yxa 00JbHBIX
¢ cuHnpoMoM buiica oOycinosiauBaeT (GopmupoBaHUe

OPUINHAJIbHBIE CTATbU HACJIEAQCTBEHHbIE BOJIE3HU

MaTOrHOMOHUYHOTO ISl JAHHOTO 3a00JIeBaHUsI CUMIITO-
Ma — «MSTOTrO» yxXa. ¥ OOJIbHBIX ¢ CMHApoMoM Mapda-
Ha B XpsIlIe yXa BBISIBIEH TOJbKO 0eloK (puopuuiuH 1,
U CUMIITOM «MSITOTO» yXa Y OOJIbHBIX C 3TOI MaToJoTuei
He HaOmonaercd [6, 7].

KiuHnueckast cuMnToMaTika cuHIpoma buica xa-
paKTepu3yeTcst BHICOKUM POCTOM OOJIBHOTO, apaxXHOJaK-
TUJIMEN KUCTEN U CTOM, KOHTPAKTypaMU KPYITHBIX U MeJT-
KUX CYCTaBOB U M3MEHEHHOI (POPMOIi YIIHBIX PAaKOBUH
(«msiToe» yxo). Bce mepeuncieHHble pu3Haku GopMu-
pyloTcsl peHataabHo. Hepeako KOHTPaKTYphbl CYyCTaBOB
C BO3pacTOM UMEIOT TEHACHIIMIO K 00paTHOMY pa3BUTHIO,
YTO CTAHOBUTCS OCOOEHHO OYEBUIHOM MPH MPABUIHBHOM
BEJICHUM OOJIBHOTO — PaHHEM U PETYISIPHOM HCIIOJIb-
30BaHUeM (u3noiedeHus, KypcoB Maccaxka u JIDK.
Hapsimy ¢ mepeyucieHHBIMM CHUMIITOMaMU, TIpUMep-
HO 15—20% GONBHBIX, IO JAaHHBIM JINTEPATYPhI, UMEIOT
Takye TUMUYHBIE UIS cHHApoMa MapdaHa MpuU3HaKH,
KaK aHeBpM3Ma aopThl, MOABBIBUX XPYCTAJUKOB, MUO-
MUST Pa3IMYHOM CTeTIEHW BBIpakeHHOCTH. BcTpevator-
¢Sl TakKe BpOXIEHHbIe TTopoku cepaua [8—10]. B takux
cyJasiX MOJIEKYJISIPHO-TEHEeTUUECKOe TTOATBEPXKICHNE
JIMarHo3a MyTeM Moucka MyTaluii B rene FBN2 saBnsieTcst
0COOEHHO aKTyaJbHbIM.

B cBsI3M ¢ penKOCTBIO TATOJNIOTUM, TIJIOXUM 3HAHU-
eM 2TOro 3aboJieBaHUS BpayaMu, ero (heHOTUITMUECKIM
CXOJICTBOM C JPYTMMHU MOHOTEHHBIMM 3a00JeBaHUSIMU
COCTMHUTEIBHON TKaHW, BaXKHOCTBHIO CBOEBPEMEHHOM
JNUAaTHOCTUKU 1T 3(P(HEKTUBHOTO TUCITAHCEPHOTO Ha-
OJIIOIEHNST K METMKO-TEHETUIECKOTO KOHCYJIBTUPOBAHUS
MPUBOIUM KIMHUYECKOE HAOIIONeHNE, TAKTUKY TMarHO-
CTUKM U JIedeHUsI cuHapoMa buiica y neBouku 3,5 ner.

IMpoGann I., 3,5 roma, moctynwia B KIMHUKY TICH-
XOHEBPOJIOTUM M HACJEICTBEHHBIX 3a00JieBaHUN ¢ Ha-
pylIeHUEeM TCUXWUKU BIIEPBBbIE C XKajJoOaMM pOAMTENCH
Ha nedopMalinio rpyIHON KJIeTKU, orpaHuYeHre o0beMa
NIBVDKEHUI B KPYMHBIX M MEJKHMX CYCTaBaX, OTCTaBaHUeE
B MOTOpHOM pa3BuTuu. [Ipu aHanm3e poaoCcI0BHOM ycTa-
HOBJICHO, YTO Opak He POACTBEHHBIN, POAUTEIN 310PO-
BbI; B CEMbE €CTb €I111€ JTBOE 3I0POBbIX MJIAJIINX CUOCOB.
AHAJIOTUYHBIX 3a00JI€BaHUI Y POICTBEHHUKOB OOJIBHOM
He 3aperucTPUPOBaHO.

JleBouka OT TepBOil OGEpPeMEHHOCTH, TPOTEKaBIIEH
¢ yrpo3oii npepbiBaHus B I TpuMecTpe Ha (hoHEe aHEMUHU
U apTepHUaTbHOM TUTIepTEeH3UN Y MaTepu. Pomsl pusmoo-
ruyeckue. Ponmiack B cpok ¢ Maccoit Tesa 3600 r v min-
Hoii 54 cm. OueHka 1o 1mKaje Anrap 8/8 6amioB. Ha 6-¢
CYTKM TIOCJIE POJIOB M3-3a HATTMYUSI TTape3a Dpba pebeHOK
OBbLT TIepeBelieH B OTIeNeHUE TMaTOJOTUU HOBOPOXKIECH-
HBIX, TJIe BIIEpBbIe ObLTO 0OpallieHO BHUMaHWe Ha BPOXK-
JIEHHbIE aHOMAaJINU Pa3BUTUST: BOPOHKOOOpa3Hyto nedop-
MaIuio TPYIHOM KJIETKU, KUMDOCKOINO3, KOHTPAKTYPHI
KPYITHBIX Y MEJIKUX CYCTaBOB, apaxXHOJAKTWIIMIO KUCTE
u cror. [lepeunciieHHbIe MI3BMEHEHUSI CKeJieTa ObLITH pac-
LIEHEHBI BpayaMU IO MeCTY XKUTETbCTBA KaK MPOSBICHUS
cuHapoma Mapgdana. C 3TUM auarHo3omM peOeHOK Ha-
omonancs no 10 mec xxu3Hu. B TeueHne 3Toro BpeMeHu
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Cemsaukuna A. H. u coaem. Cuinnpom buica (BpoxkieHHast KOHTPaKTypHAst apaXHOMAKTIIINS) Y eTeli: KIIMHUYeCKasi CAMIITOMATHKA, TMATHOCTHKA, JIEYeHHE. .

y NI€BOYKM OTMEUaJICsl TUIIEPTOHYC MBI, YMEpEeHHOe
OTCTaBaHWE B MOTOPHOM pa3BUTUU. JlaHHBIE Heipoco-
HOrpaUM CBUIETEIBCTBOBAIM O CYO3IEeHINMAaTbHOM
KPOBOMBJIUSIHUY C IBYX CTOPOH ¢ (hOPMUPOBAHEM KOM-
MeHCATOPHOM BEHTPUKYJIOMETATH.

B Bospacte 10 mec c 11e/1bl0 OKOHYATEJBHOTO yCTa-
HOBJIEHMS MarHo3a peGeHOK OB HaTlpaBJIeH B OTAese-
Hue paHHero Bo3pacta HUKW nepmatpum nm. akanae-
muka FO.E. Bensruinena. [Tocie koHCynbralimm pedeHKa
BpayoM-T€HETMKOM IMarHo3 cuHapoMa MapdaHa ObLI
CHST U BIIEPBBIE BBICKAa3aHO MPEANOI0XEHNE O HATMIUU
y IeBOYKM cuHApoMa buica. [Ij1si OKOHYATeThHOTO TIO/I-
TBEepPXKIECHMS OUarHo3a Oblla peKOMEHJIOBaHa TJIaHOBast
TOCMTUTAIN3AlMS B OTAEJICHUE TICUXOHEBPOJIOTUN U Ha-
CJIEICTBEHHBIX 3a00JIeBaHWII ¢ HapylIeHUeM TICUXUKH,
KOTOpPOE IO PSAY CEeMEMHBIX TPUYMH CTajla BO3MOXHOM
TOJIBKO B BOo3pacTe 00JIbHOI 3,5 roxa.

ITpu mocryruieHun pebeHka B KIIMHUKY €r0 COCTOSI-
HHUE PACIEHMBAJIOCh KaK CPEIHETSKeNIoe MO0 OCHOBHO-
My 3aboneBaHuto. [lokazatenu (pu3nyecKoro pasBUTHSI
ObLTM JUCTAPMOHWYHBIMU: POCT COOTBETCTBOBAJI CpPEI-
HuUM 3HauyeHusiM (50—75-if mepueHTWIb), B TO BpeMms
Kak Macca Tejla okasajach HMxe 3-ro nepieHTtuis. O6-
pamany Ha cebs BHUMaHUE BBIpaXkKeHHbIE (HEeHOTUITU-
yeckne ocobeHHocTu: OpaxuiiedanbHas (opma depena
CO CKOIIIEHHBIM 3aTBUIKOM, BOpPOHKOOOpa3Has aedop-
Mauus rpynHoii kinetku 11 crenenu, Kugockonmos rpy-
JIOTIOSICHUYHOTO OTIeNa To3BoHOUHMKa Il cremeHw;

Puc. 1. ®enorun 6oabHOI ¢ cunapomom Buica B Bo3pacrte
O/IHOTO TOJA: ACTEHWYECKOe TeJIOCJIOKEeHHe, Y3KHil JIMIEeBOW
CKeJleT, apAXHOJAKTIIMS, BPOXKIAEHHbIE KOHTPAKTYPbI MEJKHUX
CyCTABOB, BOPOHKOOOpa3Has nedopManusi TPYyAHON KJIETKH,
«MATOE» yXO.

KOHTPAKTYPhI JJOKTEBBIX, KOJEHHBIX U MEJKUX CYCTaBOB
KHCTeW ¢ HaJIWMYMEeM apaxXHOMAKTUJIMU W BBIPAKEHHOM
X-o06pa3Hoii medopmalmeil rojaeHell. Majble aHOMaJIun
pa3BUTHS, HapSAy C JOJUXOCTEHOMEIWEH W apaxHo-
NAKTUIUE, ObLIM TIpecTaBlIeHbl aHOMaIbHOU (DopMoit
VIIHBIX PaKOBUH («MSTOE» YXO) U «TOTUYECKUM» He-
6om (puc. 1). Ilcuxo-peueBoe pa3BuTHE peOEHKa COOT-
BETCTBOBAJIO BO3PACTY, OMHAKO OTMEYaINCh HEKOTOPHIE
0COOEHHOCTM MOTOPHBIX HaBBIKOB B BUJIE «HEJTOBKOM»
TMOXOIKM, COTIPOBOXKIAIOIIEHCS YMEPEHHOM poTalueit
TOJICHEel BHYTpb, OOJIbIIIE CITpaBa.

OO0cnenoBaHue cepilla ¢ MOMOIIbIO (HYHKIIMOHAb-
HBIX METOIOB BBISIBUJIO CUHYCOBYIO OpairapUTMMIO, Ha-
pylIeHue Tpoliecca Penojsipyu3alii B MUOKap/e 3aaHei
CTEHKH JIEBOTO XeJymouka. Ha sxokapamorpamme mpu-
3HAKOB MOPOKOB CEP/IIa HE 3apETUCTPUPOBAHO; Pa3Mephl
MOJIOCTEN B HOpME; COKpaTUTeNIbHasl CITOCOOHOCTh MUO-
KapJa yIOBJIeTBOPUTENIbHAS. YJIBTPa3BYKOBOE CKAHHUPO-
BaHWE OPraHOB OPIOITHON TOJOCTH M MOYEK MTO3BOJMIIO
OOHAPYXUTh PEaKTUBHBIE W3MEHEHUS TOMKETYI0OUHOMN
KeJIe3bl; YBeIMYeHUe 00beMa, pOTaluio U paclliipeHne
JIOXaHKU TIPaBOil MOYKMU.

Ha »snekTposHuedanorpaMmme 04YaroBbIX Hapylle-
HU OUOBJIEKTPUYECKON aKTUBHOCTU TOJOBHOTO MO3Ta
W SMM3HAKOB HE 3aperucTpupoBaHo. [Ipy MarHUTHO-
pPE30HAHCHO TOMOTpaduy TOJIOBHOTO MO3Ta aHOMAJIUA
pa3BUTHST He OOHApyXeHo. PeHTreHoMornIeckoe uccie-
JIOBaHWE KOCTEM TOJIEHW KOHCTATHPOBAJIO BaJIbIyCHYIO
nedopMalio 0OJBIION 1 MaIoi OePIIOBBIX KOCTEH.

OCMOTp OKYJIMCTa BBISIBUJ TUIIEPMETPOTINIO CJIaboit
CTerneHU 00ouX TJ1a3.

KiauHnueckye aHaaM3bl KPOBU U MOYM 0€3 M3MeHe-
Huii. BuoxuMmnueckue mokasaTesid, OTpaxkalolye COCTO-
sTHIe OCHOBHBIX BHUIOB OOMEHa BEIIeCTB, HOPMaJIbHBIE.
PesyibraThl McceqoBaHUS aMUHOKHMCIOTHOTO CITEKTpa
CBIBOPOTKU KPOBU M MOUYM COOTBETCTBOBAJIM HOPMAJTb-
HBIM 3HAYeHUsSIM. YPOBHEHb TOPMOHOB IIIUTOBUIHOM
KeJie3bl, THUPEOTPOITHOTO, COMATOTPOITHOTO TOPMOHOB
u comatoMmenuua C B CBIBOPOTKE KPOBU He MPEBBILIAT
YCTAHOBJIEHHBIX HOPM.

TakuM oOpa3oM, aHaMHeCTMYeCKHe HaHHBIe (TIpe-
HataJgbHOEe (OpMUPOBAHUE BEAYIIUX CHUMIITOMOB 00-
JIE3HU), COBOKYITHOCTb (DEHOTUIMUYECKUX TIPU3HAKOB
(HOpMaJTbHBIE TIOKa3aTeJM pOcTa, HU3Kasg Macca Tena,
BPOXIEHHBIE KOHTPAKTYyphl KPYITHBIX M MEJIKHMX CYCTa-
BOB, HAJTUYKE «MSITOTO» yXa) M Pe3yJIbTaThl POBEIEHHOTO
ob6cnenoBaHus (OTCYTCTBME aHEBPHU3MBI aOPTHI, MOIBHI-
BUXa XPYCTAJUKOB) 06oJiee BCETO COOTBETCTBOBAIM JWa-
rHO3y cuHapoMa buica, mim BpoXIeHHON KOHTPaKTyp-
HOI apaXHOMAKTWINHU, — 3a00JieBAHUIO, OTHOCSIIIEMYCS
K rpymnre GuopuUTMHONAan’ ¢ ayTOCOMHO-TOMUHAHTHBIM
TUITOM HacJiemoBaHMsI. TeM He MeHee TpeOOBaIoCh IIPO-
BeJeHUe AUhGepeHIIMATBHOTO IUarHo3a ¢ 00Je3HIMU,
XapaKTePU3YIOIUMUCS CXOMHOW KIMHUYECKON CHMIITO-
MAaTUKOMN ¥ MACHTUYHBIM TUTIOM HaCJIeTOBaHMUS.

Hanuuue y meBoukM yKe MpU POXICHUM acTeHUYE-
CKOTO TEJIOCTOXEHUST € JUCCOLMAINEl MacCOPOCTOBBIX
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rapaMeTpoB, apaXHOMAKTUIIMEN KUCTEW U CTOTI, BOPOHKO-
obOpasHoit nepopmarveit rpyaHoii kietku Il crernenu, Ku-
(hocKOIMO30M TPYIOTIOSICHUIHOTO OT/e)Ia TO3BOHOYHMKA,
MJIOCKOCTOTIMEM BITOJIHE OOOCHOBAHHO TIO3BOJIMIIO Bpa-
yaM TT0 MECTY XUTEJIbCTBA pebeHKa 3arom03puTh MOHO-
TeHHOe 3a00JIeBaHNe COSMMHUTETbHOM TKAHN — CHHIPOM
Mapdana. M3BecTHO, 4TO 3Ta MATOJIOTHS, KaK M CUHIPOM
Buiica, oTHOCUTCS K TpyTine GUOPMITMHONATUI 1 Haclie-
JIyeTCsT TI0 ayTOCOMHO-TOMUHAHTHOMY THITY.

OmHako OTCYTCTBHE Yy MpoOaHIa MaTOrHOMOHUYHBIX
s cuHapoma MapgaHa MpU3HaKOB MOpaXkeHUs opra-
Ha 3peHUS U CEPAECTHO-COCYANCTON CUCTEMBI (TTOABBIBUX
XPYCTAJIMKOB U aHEBPU3MATUYECKOE pacIIpeHre aopThl)
MTO3BOJIMJIO UCKJTIOYUTh 3TOT AMAarHo3 y pebeHka. Hako-
Hell, HaJInIue y JeBOYKU BPOXICHHBIX KOHTPAKTYP CY-
CTaBOB, HE CBOMCTBEHHBIX CUHApOMY MapdaHa, oKoHYa-
TeTbHO yOeXkIaao B MPaBUJIBHOCTH BBICKA3aHHON paHee
TOYKHU 3PEHMUSI.

Kundockonmos, BopoHKooOpa3Has  agedopMaiius
TPYIHOW KJIETKU, TSIKENOe TUIOCKOCTOIHME, HapylleHHe
pedpakuuy (MUOTUS WM TUIIEPMETPOTIUS) TUITHYHBI
U1 cuHApoMa dDnepca—/laHio — MOHOTeHHOTro 3abose-
BaHMS COCTMHMTETBHOM TKAHU W3 TPYMITHI KOJJIareHOoIa-
Thii. JIIst 3TOW TATOJIOTMM, Hapsiay C MepeurcIeHHBIMU
CUMIITOMaMU, XapaKTepHBI BbIpaKEHHAsl TUIEPMOOMITb-
HOCTh M BBIBUXU CYCTABOB, IMOBBIIIEHHAs! PACTSKUMOCTh
KOXU, ee JieTKask paHUMOCTh ¢ (DOPMUPOBAHUEM TIPH 3a-
SKUBJIEHUU «ITAITMPOCHBIX» WJIU KeJIOMAHBIX pyo1ioB. Hop-
MaJTbHas CTPYKTYpa KOKU U KOHTPAKTYPBI CYyCTaBOB Y TIPO-
GaHIa MO3BOJIWIM OTBEPTHYTh CUHIPOM Diepca—JlaHio.

MapdaHouaHblii  (HEHOTUI, M3MEHEHUEe CYCTaBOB
C YBEJIMUEHWEM UX 00beMa U TYTOTOABUKHOCTBIO, ayTO-
COMHO-TIOMWHAHTHBIN TUI HACJIeIOBAHUST CBOMCTBEHHBI
JIpyroMy 3a00JIeBaHWI0 M3 TPYIITHl KOJTareHOMaTuii —
cuanpomy Crukiepa. OmHaKO y3KUI JIMIIEBOM CKeJeT
y IEBOYKHU C OTCYTCTBMEM YIUIOIIEHUS €ro CpeIHei Jya-
CTH, a TaKXe MHUOTIUU BBICOKOHM CTENeHW U TYrOyXOCTH
orpoBepranu cuHapom Ctukiiepa y pedbeHKa.

MapdaHougHbIT (GEHOTUIT C IOJNXOIUIACTUIESCKUM
TUTIOM TEJIOCJOXEHMsI, BOPOHKOOOpa3HOil nedopma-
1IMeN TPYAHOW KJIETKM U KU(OCKOIMO30M XapaKTepeH
JIT TOMOLIMCTUHYPUM — HACJEJACTBEHHON IaTOJOTHU
obMeHa MeTMOHWHA. TUIMUYHBIMU CHUMITOMaMH 3TOTO
3a00JIeBaHUsI SIBJISTIOTCS TaKKe TsKeJlast MaToJIOTHsT TJ1a3
(TTIOABBIBUX XPYCTATUKOB, OCJIOXHSIIOIIMICS pa3BUTUEM
BTOPUYHOI miaykombl) U nopaxenue LITHC (MHCynbThI
B MOJIOZIOM Bo3pacTe ¢ (hOpMUPOBAHUEM OYAroBON He-
BPOJIOTMUECKO CUMIITOMATUKH U JIMUHOCTHBIX OCOOEH-
HOCTEl; CHMXXEHHE WHTeJUIeKTa). B ChIBOpOTKE KpOBU
1 MoYe OOJIBHBIX ¢ TOMOIMCTUHYPHE 0OHapYKNBAETCST
BBICOKUI YPOBeHb METHMOHWHA, CHUKEHUE YPOBHS IIU-
CTUHA W TIOSIBJIeHWE TOMOLIMCTMHA — IaTOJIOTMYeCKO-
ro MetabojuTa, B HOpME He BCTPEUAIOIIErocsl B TKAHSIX
1 OUOJIOTMYECKUX XUIKOCTSAX ueoBeka. HopManbHbIN
WHTEJUIEKT IeBOYKU, OTCYTCTBHE TOABBIBUXA XPYCTaTM-
KOB M MaTOJOTUYECKUX U3MEHEHUI B CBIBOPOTKE KPOBU
¥ MOY€ TTO3BOJTMIIN UCKITIOYUTH TOMOLIMCTUHYPUIO.

OPUINHAJIbHBIE CTATbU HACJIEAQCTBEHHbIE BOJIE3HU

CremyeT 3aMETUTb, YTO TIPU TIEPBUYHOM OTMUCAHUU
cuHapoMma buiica ¢urypupoBanio HauMeHOBaAaHUE — ap-
Tporpuno3 9-ro tumna. B HacTosiiee Bpemsi TepMUH
«apTpOTPUIIO3» OOBEAMHSIET TETEPOTEHHYIO TPYIITY
OoJie3Hel, XapaKTepU3YIOIIYIOCsS BpPOXIEHHBIMU KOH-
TpakTypaMu B JIBYX U Oosiee cyctaBax. MHorue (opmbl
JIAaHHOM TAaTOJIOTUX COTIPOBOXKAAIOTCS HU3KHUM POCTOM
U CHWXKEHHEM WHTEJIIEKTa; KaK TpaBWJIO, HE BCTpeva-
IOTCST apaXHOJNAKTUIIMS U crielrduyeckas popma YIrHbIX
pakoBUH. OTCYTCTBHE TEPEYMCIEHHBIX CUMIITOMOB I10-
3BOJILJIO OTKJIOHUTD IMAarHO3 apTPOrpuIio3a y pedeHka.

s cunapoma buiica TunmuuHel: MapdaHOUIHBIN (he-
HOTHII; HAJIMUME BPOKICHHBIX CTUOATETbHBIX KOHTPAKTYP
MajblieB U KPYIMHBIX CYCTaBOB; apaXHOMAKTWIIUS KUCTEi
W CTOII, CKOJIMO3; aHOMaJibHasi (hpopMa YIIIHBIX PaKOBUH
(«msiToe» yxo0). Bce mepeuncieHHble KIMHUYECKHE TIPH-
3HaKU MUMeJUCh y TipobdaHaa. OaHaKo ISl TTOATBEPKACHUS
JIMarHo3a ObUI0 HEOOXOIUMO TIPOBENIEHUE MOJIEKYJISIPHOTO
aHanuza reHa FBN2, KoTopblii ObUT OCyIIeCTBIEH B J1a00-
patopuu JJHK-mnarnoctukn MI'HLI Munsnpasa Poccun.

brina nccnenosana renomuas JIHK mpoGanma u ero
ponureneit. Boigenenue renomuoit JIHK ocymiecTusiu
U3 KJIETOK 11eJIbHOI BEHO3HOI KPOBU C TIOMOIIIbIO0 Habopa
peaktuBoB Wizard® Genomic DNA Purification Kit (Pro-
mega, CIIA) no npotokony mnpoussoauTtess. Oopaszerr
JHK pebeHka uvcciienoBaH Ha HAUTMYME MyTalluii B 9K30-
Hax 23—34 v npuierarmux 95K30H-UHTPOHHBIX 00JIACTSIX
reHa FBN2 MetonoM npsiMmoro cekBeHupoBaHusi o CeH-
repy. O6pasusl IHK ponureneit uccienoBaHbl METOIOM
CEeKBEHUPOBaHUs TIOCIENOBATEIbHOCTU 3K30Ha 28 reHa
FBN2. 1ns cexBeHupoBaHus 1o CeHrepy mpuMeHsIII Ha-
6op peaktuBoB ABI Dye Terminator, version 1 (Applied
Biosystems) ¢ mocnenytoimmnm aHaiau3om Ha npubdope 3130
ABI genetic analyzer (Applied Biosystems, CILIA). [Tomy-
YEHHBbIE XpOMATOTpaMMBbl aHAJIU3UPOBAIM C TTOMOIIBIO
nporpammbl Chromas version 2 (Technelysium).

B pesynabrate MoJIeKyISIpPHO-TEHETUUYECKOTO HCCe-
JoBaHMSI Yy pebeHKa oOHapyXeHa MUCCEHC-MyTallust
¢.3719G>A B sk30He 28 reHa FBN2 B reTepo3UroTHOM
cocrostHuM (puc. 2). JlaHHast MyTauusi He onyMcaHa B JIM-
TepaType U MeXIyHapOIHbIX 0a3ax TaHHBIX IO MyTalIUSIM
¥ HOpMaJIbHBIM BapMaHTaM I0C/Ie0BaTeIbHOCTH TeHa.

¢.3719G>A B reTepo3vroTHOM COCTOAHUU

6606 ¢ THT ¢n 6 6 1 a a6 6 6 [launeHTka

¢ & MaTb NaumeHTKn

3ameHa ¢.3719G>A ABnseTCA MUCCEHC-MYTaLMeN,
NPUBOAMUT K aMUHOKUCNOTHOM 3ameHe p.Cys1240Tyr

Puc. 2. Pe3ynbrarbl cCeKBeHUPOBAHUS 9K30HA 28 rena FBN2.
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Cemsaukuna A. H. u coaem. Cuinnpom buica (BpoxkieHHast KOHTPaKTypHAst apaXHOMAKTIIINS) Y eTeli: KIIMHUYeCKasi CAMIITOMATHKA, TMATHOCTHKA, JIEYeHHE. .

BhisiBieHHast MyTalydsl COOTBETCTBYET MeEXKIyHa-
ponHoit HomeHkiatype HGVS. Myramusa c.3719G>A
MpoaHaJM3UpoOBaHa Ha HaJIW4YKe B 6a3ax JaHHBIX O MYy-
tammssM HGMD® Professional 2015.4, dbSNP NCBI
n ExXAC Browser. OnieHKy nmaTtoreHHoro agdexra MmyTa-
mu ¢.3719G>A ocylIecTBISIIA C TIOMOIIbIO MPOorpaMMm
nporHo3upoBaHuss PROVEAN, SIFT, Mutation T@ster,
PolyPhen-2.

Ycranosneno, uyrto wmytauus c.3719G>A  npuBo-
AT K aMUHOKHUCJIOTHOI 3aMeHe LIMCTMHA Ha TUPO3WH
(p.Cys1240Tyr) B OenKoBO#l mociienoBaTeIbHOCTH (hu-
OpwuinHa 2. AHaJM3 BBIPOBHEHHBIX OEJIKOBBIX TIO-
cJieoBaTe/IbHOCTEN, TOMOJIOTMYHBIX FBNZ2 denoBeka,
YCTAHOBUJI, 4YTO AaMUHOKMCIOTHBIKN ocraTtok Cysl1240
pacrojiokeH B 3BOJIOLMOHHO BHICOKOKOHCEPBATUBHOM
y4acTKe OeJKOBOW TOC/IeIOBATEIBHOCTH, BCTpEYaeTCs
y TI03BOHOYHBIX M HEKOTOPHIX HAaceKOMbBIX. [TporHosu-
poBaHMe 3¢dekTa MyTaluu in silico mokasano BBICOKYIO
BEPOSITHOCTh TOro, uto myrauusi ¢.3719G>A Hapyiiaer
dyHkIMo Oenka ¢GpuOpUIIMHA 2, SBISIETCS MaTOreHHOM
U TIPUBOJUT K pa3BUTHIO 3a00JIeBaHUs. Y pOAUTENIeid TTpo-
b6anna mytauus ¢.3719G>A He oOHapyXeHa, 4TO yKa3bl-
BaJIo Ha ee BOBHUKHOBEHUE y TIpobaHaa de novo.

TakuM 06pa3oM, COBOKYITHOCTb TTOTy4YE€HHBIX TaHHBIX
MO3BOJIMJIA TOATBEPIAUTD MaTOreHHOCTh BITEPBBIC OOHA-
pyxxeHHoit mytauuu c.3719G>A B reHe FBNZ2. Yka3aH-
Has MyTalusi 00yciIoBmIa GopMUPOBaHUE KIMHUYECKOM
CUMNITOMATUKKA OOJE3HW W OKOHYATEIHbHO CBUAETEb-
CTBOBAJIa O HAJIMYMM cUHIpoMa buca y pebeHka.

3a BpeMs TIpeObIBaHUS B KIMHUKE PeOCHOK TTOTyda
JIedeHUe SHEProTPOIHBIMK TiperapataMu (L-kKapHUTHH
BHYTPUMBIIIEUHO U TTEPOPATHHO), OCYIIECTBISIACh KOp-
pexiust ¢dochopHO-KanblMeBOro ooMeHa (MeTaboJUThI
BUTaMMHa D B cOYEeTaHUM C OCTEOT€HOHOM), MCIOJIb30-
BaJIMCh BUTAMUHOTEPANMST U HOOTPOIIBI; TIPOBEICH KypC
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TOMCTBa ¢ CMHApOMOM buiica oueHb Bbicokmii — 50%.
B TO Bpems kak sl ee poaurtesieid pUCK TMOBTOPHOTO
poxaeHust pebeHKa ¢ cuHApoMoM buiica oOienormnyJsi-
IIMOHHBIN (He BbIre 1—4%).

B 3akitoueHue cienyeT MmoayepkKHyTh, YTO CUHIPOM
buiica BxoguT B rpynmy GuOpuUIMHONATUI, KOTOpbHIE
TpeOYIOT BHUMaHUs TeMaTpOB, OPTOIEI0B, KapaAnoJo-
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HUSI 3I0POBOTO MOTOMCTBA. JladbHee uccieaoBaHus
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OPUINHAJIbHBIE CTATbU nyJibMOHOJ10rnsi

B03M0:KHOCTH KOMIIBIOTEPHOI OpoHx0o(doHorpadumn B TMArHOCTHKE HAPYIIEHUA (DYHKIIMH
BHEIIHET0 JbIXaHusA Y 00JIbHBIX MyKOBUCIIHI030M
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Possibilities of computed bronchophonography in the diagnosis of external respiratory
dysfunction in patients with cystic fibrosis

E.B. Pavlinova’, T.1I. Safonova®, 1. A. Kirshina', A.G. Mingairova’, N. Yu. Vlasenko',
N.A. Polyanskaya’

'Omsk State Medical University, Ministry of Health of Russia; 2Regional Children’s Clinical Hospital, Omsk, Russia

IIpu MykoBHCHMIO3€e cTeneHb MOPAXKEHUsI OPraHOB IBIXAHHUS ONpenessieT MPporHo3 3adoneBanus. Llenp paGoTbl: OneHHTD COCTOS-
HHe (DYHKIMM BHEIIHEro JbIXaHUs Y JeTeil ¢ MyKoBuCIMI030M. B uccienoBanue Bkioyensl 48 nereii, nadmonasmmxcs B Llentpe
MmykoBucuuno3za Omcka. Ipymmy KonTpoasi cocraBiim 42 peGeHKa, He MMEBIINX YKA3aHWIi B AaHAMHe3e HA HAJIWM4Me 3200J1eBaHMil
OPraHoOB JIbIXaHHSA, He NPUBEPXKeHHbIX Kypenuto. MyHKIMSA BHELIHEro JbIXaHUs OLEHUBAJIACH C IOMOLIBI0 KOMIbIOTEPHOIi OPOHXO0-
tdoHorpaduu, neTam crapiie 6 JeT 10NOJHHTEILHO NPoBoAMIach cnuporpadus. I1o 1aHHBIM KOMIIBIOTEPHOII OpoHxodoHOrpaduu,
JIbIXaTeIbHASl HeJOCTATOYHOCTH N0 OOCTPYKTHBHOMY THITy ObLIA 3aPerHCTPHPOBAHA Y BCeX JieTeil ¢ TsuKeIbIM TeyeHHeM MYKOBHC-
muao3a. Hannuue XpoHuueckoil CHHErHOWHOI MH(EKIMH IbIXaTe/IbHBIX MyTeil, OPOHX0IKTA30B ACCOUMUPOBAIOCH C MOBbILIEHHEM
noKasareJieil aAKyCTHYECKO# padoThl AbIxaHus B Auana3one yactor oosiee 5000 Iir. YcranosieHo HaIM4Yue OTPHIATEILHON KOppe-
JISIMOHHOM CBSI3M CPe/iHeil CHJIbI MEXIY BeJMYMHON aKyCTHYeCKOil padoThl AbIXaHUS B BLICOKOYACTOTHOM IHANa30He U 00beMOM
¢dopcupoBanHoro Bbiaoxa 3a 1 ¢ (8 %). Beison. KommbioTepnas 6ponxodoHorpaduisi mo3B0JIMIA BHISIBUTD HATMYHE 00CTPYKTHBHBIX
HapyleHuii (pyHKIMN BHELIHEro AbIXaHUsA y AeTeil MosioxKe 6 JieT.

Karouesvte caosa: demu, mykogucyudos, QyHKYUs 6HeuHe20 ObIXaHUsl, CnUpocpapus, KOMnseloOmMmepHas OpoHxogoHoepagdus.
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TePHOW 6POHXO(OHOrpapmy B ANarHOCTUKE HAPYLLIEHWV YHKLIMM BHELLUHEro AbixaHus y 60/bHbIX MYKOBUCLMAO30M. POC BECTH nepuHaTos v neamatp
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The degree of respiratory organ injury in cystic fibrosis determines the prognosis of the disease. Objective: to evaluate external respi-
ratory function in children with cystic fibrosis. The study enrolled 48 children followed up at the Omsk Cystic Fibrosis Center. A con-
trol group consisted of 42 non-addicted smoking children with no evidence for respiratory diseases in the history. External respira-
tory function was evaluated using computed bronchophonography; spirography was additionally carried out in children over 6 years
of age. Computed bronchophonography revealed obstructive respiratory failure in all children with severe cystic fibrosis. Chronic
respiratory tract infection with Pseudomonas aeruginosa and bronchiectasis were associated with the higher values of the acoustic
work of breathing at frequencies over 5000 Hz. It was established that there was a moderate negative correlation between the value
of the acoustic work of breathing in the high frequency range and the forced expiratory volume in 1 second in %. Conclusion. Com-
puted bronchophonography could reveal obstructive external respiratory dysfunction in children less than 6 years of age.

Keywords: children, cystic fibrosis, external respiratory function, spirography, computed bronchophonography.
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MyKOBI/ICHI/mos — HauboJjiee 4acToe HacJeICTBEeH-
HOE ayTOCOMHO-PEIIMCCUBHOE 3a00JIeBaHNE Y JINILL
eBponieonnHoit packl. B 2014 . B Poccuiickoit denepa-
UM ero cpenHsist yactora coctaBwia 2,31 ma 100000
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HacesneHMs1, B OMcKoii obiactu, B yactHoctu, — 2,881
Ha 100000 nacenenwus [1].

3abosieBaHMEe OOYCIOBJIEHO MyTallMell TeHa MYKO-
BUCIHMIO3HOTO TPaHCMEMOpPAHHOTO peryJsTopa Ipo-
BoaumocTu (MBTP, CFTR), BbI3bIBalOLIEN HapylIeHUE
TpaHCIIOpTa MOHOB XJIopa, HATpusg U OWKapOOHATOB
B OMUTEIMANIBHBIX KJIETKaX, YTO MPUBOAUT K MPOTpec-
CHUPYIOIIEMY TIOBPEXICHUIO 3K30KPUHHBIX XeJie3 KU3-
HEeHHO BaxHBIX opraHoB. [en MBTP mmpoxko pacmpo-
CTpaHeH B opraHu3Me (pecrrpaTOpHBIN TPaKT, CIOHHBIE
JKeJe3bl, TOMKETyIoYHasT Kejie3a, TeYeHb, BBIBOJIHBIC
MPOTOKMW TIOTOBBIX 3KeJie3, PENMpOAYKTUBHBINA TpakT),
YTO OOBACHSET MYJIBTHUCUCTEMHOE TMOpaXkeHUue OpraHoB
MpU MyKOBUCIIUI03€ [2].

CoriacHo eBpOTEeNCKOMY KOHCEHCYCY, MyTalluu
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Tlasaunosa E. b. u coaém. BoaM0OXXHOCTH KOMITBIOTEPHOI OpoHX0(oHOTrpaduu B AMarHOCTUKE HApYIIEHWIT (DYHKIIMM BHEITHETO IbIXaHUsI y OOJbHBIX...

rena MBTP paszaensitorcst Ha 6 KJIaCCOB B 3aBUCUMOCTHU
OT MeXaHM3Ma TMOBPEXICHUS (PYHKIIMU CUHTE3UPYEeMO-
ro OenaKa-perysitopa TpaHCMeMOpPaHHON TTPOBOAUMO-
ctu noHoB. [lpu myramumsx | kimacca Hapyiaercsi CUH-
te3 marpuuHoit PHK, nmpu myranusax Il knacca umeer
MecTO Ie(eKT MPOLEeCCUHTa WJIW TPaHCITopTa, MyTalluu
IIT xnacca BeayT K pacCTpOWMCTBY pPeryjsiliud XJIOPHOTO
KaHaja, mytauuu [V Kinacca — K HapylIeHHWIO eTo Mpo-
BOAMMOCTH, MyTauuu V Kjacca oOyCJIOBIMBAIOT CHU-
JKEHHME KOJMYecTBa (hYHKIIMOHAIBHOTO OeiKa, MyTalluu
VI knacca — cHUXeHUE CTaOUIBLHOCTU TNpoTenHa. My-
taruu [—I11 u VI xnaccoB ropasno cepbe3Hee Hapyla-
10T (PYHKIIMIO CUHTE3UPYEMOTO OeJKa U acCOLMUPYIOTCS
C «KJIAaCCMYECKUM» MyKoBUCIIUI030M. [1pu myTtamusx IV,
V kitaccoB (YHKIIUST XJIOPHBIX KaHAJIOB MOKETYTOYHON
JKeJIe3bl MOXeT OBITh COXpaHeHa, YTO MPUBOAUT K O3/~
HeMY MOSIBJICHUIO KIMHUYECKUX CUMIITOMOB U TTO3THEN
IIMarHOCTHKe 3aboneBaHus [3].

B xnmuHMuecKoit KapTUHe 3a00JieBaHUST TOMUHUPYIOT
OPOHXOJICTOYHbIE M3MEHEHMSI, OMpeAelisasl ero TeueHUe
U TIPOrHO3 Y 95% manueHToB. Y GOJNbIIEH YacTh 00JTb-
HBIX HaOTIOMAIOTCS KallleTb, TPUCTYIBI YAYIIbS, OIbIII-
Ka, WHoTraa pBoTa. Kamreiab, Kak MpaBWIoO, YCUITUBAETCS
HOYBIO. DTU CUMITOMBI CBSI3aHBI ¢ HAPYIIEHUEM MYKO-
nvrapHoro TpaHcrmopta. CodeTaHue TUIEPCEKPenn
Ype3MepHO BS3KOM MOKPOTBI C HapylleHHeM KIMpeHca
OPOHXOB BeleT K MYKOLUMJIMApHOW HEIOCTaTOUHOCTH,
3aCTOI0 MOKPOTHI B MEJKUX IbIXaTeJbHBIX IyTAX, 00-
CTPYKIIMU MEJTKHMX IbIXaTeJIbHBIX MyTeil, 4TO OCIOXKHSI-
eTcsl cybaTejieKTa3aMUd W JTOJBKOBBIMU aTeJIeKTa3aMM.
IMepeHeceHHBIE BUpPYCHBIE M BHPYCHO-0OAaKTepHabHbBIE
MHOEKIU y JOeTeil ¢ pe3Ko M3MEHEHHBIM MYKOIIWITU-
apHBIM KJIMPEHCOM OTKPBIBAIOT MyTh OaKTepUabHOM
¢rnope. PazBuBaercst TopoyHbIi KPyT: 00CTPYKIIMSI—BOC-
MajieHrhe—4pe3MepHast CeKpelrst MOKpOThl. MyKocTas
U XpoHUYecKass OpOHXWajbHast WH(MEKLIMS CTaHOBSTCS
(GoHOM TSI TIOBTOPHBIX PECTTUPATOPHBIX 3MU30I0B —
OPOHXMOJIUTOB, OPOHXUTOB, MHEBMOHUII — W TIPUBO-
AT K GOPMUPOBAHUIO XPOHUYECKOTO BOCTIAIMTETLHOTO
Mpoliecca B JIETKUX C TTOC/IEAYIoNIeit 00CTPYKIIUE 1 TT0-
BpeXXIEHNEM JIETOYHBIX CTPYKTYp [4—6].

JIns1 GOMBHBIX MYKOBHCIIMIO30M XapaKTepHa OIpe-
JleJleHHasl BO3pacTHasi 3aKOHOMEPHOCTb MUKPOOHOTO
reii3axa AbIXaTeTbHBIX MyTe: Y JeTei MepBhIX TPeX JeT
JKM3HU B MOKPOTE Yallle BCero BbiceBaetcs Staphylococcus
aureus, C BO3paCTOM MPOUCXOAUT MOCeI0BaTeIbHAsT KO-
JIOHM3aLMsT OPOHXMATBHOTO JepeBa TpaMOTpULIATETbHON
dnopoii. Pseudomonas aeruginosa SIBASIETCS BERYIIUM
MaTOreHOM TIPU MYKOBHCIIMIO3€, B CBSI3U C 4YeM IPO-
IPECCUPYET CHUKEHHE JIETOYHOM (PYHKIIVU, TTOBBIIIAETCST
PUCK TOCTIUTAJIM3ALIMM U YMEHbIIIAeTCS BbIKMBAEMOCTD
O6onbHBIX [5, 7]. Jlonroe BpeMsi CYMTAIOCh, YTO TIPU MY-
KOBUCIIMIO3€ BOCTAJIEHUE SIBIISIETCS MCKIIOYUTEBHO
CJIEICTBMEM OCTPOM WM XpOHMYecKoil mHpekuuun. Omn-
HaKO HEKOTOPBIMM aBTOPAMHU OTMEYEHO JIOCTOBEPHOE
MOBBIIIIEHWE YPOBHS TMPOBOCTAIUTEIBHBIX TUTOKWHOB
B JIETKMX Y TIJIOAOB ¢ MYKOBHUCIIMAO30M, YTO JOKA3bIBACT

BO3MOXXHOCTh BOCITIAJIEHUsI, TIPEAIIeCTBOBABIIETO WH-
dexuuu [4, 6, 8].

WsmepeHue (pyHKIIMM BHEUTHETO JbIXaHUS METOIOM
crniporpaduu SIBISIETCS] BaXXHOM YaCTblO KIMHUYECKUX
uccnenoBaHuii. OnHaAKO HEOOXOAWMOCTb BBITIOJIHEHUS
OCMBICJICHHBIX (DOPCUPOBAHHBIX IbIXaTEJbHBIX JBU-
JKeHUI JeaeT HEBO3MOXHBIM ee TIpUMEHEeHUEe y JeTeit
mutaaiiero Bospacta. [1pobieMy mo3BoJisieT permTh KOM-
nbeloTepHast OpoHxogoHorpaduss — MeTOlI, OCHOBAaHHBIN
Ha perucTpaumnu pecrmpaTopHOro LUKJIA U aHan3e aM-
TUIMTYTHO-YaCTOTHBIX XapaKTEPUCTUK JAbIXaTeJIbHBIX II1y-
MoB [9]. Perucrpaiius abixaTebHBIX ITYMOB TTPOBOJIUTCS
MPU MOMOIIIY CTIEIUATbHBIX 1aTYNKOB, 00JIaal0II1X BbI-
COKOW 4yBCTBUTEJIbHOCTBHIO B IIIMPOKOM CIEKTPE YacToT,
BKJIIOYAsl T€ YaCTOThI, KOTOPbIE HE BBISBIISIOTCS TIPU ay-
CKyJIBTAllMM, HO MMEIOT BaXKHOE MMarHOCTUYeCKOe 3Ha-
yenwue [9, 10].

IHenb paGoThI: OLIEHUTH (PYHKIIMIO BHEITHErO JIbIXa-
HUS y JeTeid, 00JbHBIX MYKOBUCIIMIO30M, C MTOMOIIBIO
KOMIIBIOTepHOU OpoHXxodoHOorpaduu sl OLUEHKU 3(P-
(beKTUBHOCTHU MPOBOIVMMOM Teparnuu.

XapakTtepucTuka peteii U MeToabl UCCeaoBaHUS

MeTtonom KoMmmblOTepHOU OpoHXxodoHorpadun 00-
cliemoBaHbI 48 nmeteil 6e3 000CTpeHNsT OCHOBHOTO 3a00-
JIeBaHUSI, COCTOSIIIINX Ha yueTe B LleHTpe MyKoBHCIII03a
OmMcka. J/InarHo3 MyKOBHCITUI03a Y BCeX JeTeld ObIT MO -
TBEPXKIEH TIO pe3yJibTaTaM MOTOBOTO TeCTa, MOJIEKYJISIP-
HO-TEHETUUYECKOTO UCCIIeTOBAHMSI.

JHK-guarHocTtrka 6bi1a ipoBeneHa y 45 (94%) ne-
Teil, y 3 MaMeHTOB reHeThYeckKoe 00cieToBaHNEe HEe BbI-
noJiHsock. et u noapoctk OMCKo#t 06acT, 00b-
Hble MYKOBUCILIMIO30M, B TTOIABJISTIONIEM OOJBITUHCTBE
ciaydaeB — 34 (75%) pebeHKa — MMeNH TTOJTUMOPOHBIE
TEeHOTUIIBI, BKJItOYatolue B cedst myraiimu reHa MBTP |
u Il xyraccoB ¢ OpMUPOBAHUEM «TSKEJIOTO» (heHOTUTIA.
Cpenu HuX npeobaganu moJuMopdHbIE TEHOTHUITbI, TO-
MO3UTOTHEIE TTo MyTarusm I kmacca, — y 16 (47%) ne-
Teil, HeCKOJIbKO pexxe — y 13 (38%) neteit — ObIIM 3ape-
TUCTPUPOBAHBI KOMIMAYHI-TETEPO3UTOTHI TIO MyTALIMSIMUA
I u Il xnaccoB. [eHOTUTIBI, TOMO3UTOTHBIE TIO MYyTallU-
sm | xmacca, ObITM UarHocTUpoBaHbl y 5 (15%) neteit.
«Msrkuit» deHoTur BbIsIBICH B 4 (9%) KIMHUYECKUX
ciyyasx. Y 1 pebeHKa reHOTHUIT ObLIT IIPeICTaBIeH covyeTa-
HueM mytauuit [1 u V kiaccoB, y 3 60JbHbIX 3a001€BaHNE
obL10 oOycyoBieHo MyTtanusamu Il kimacca B komrmayH-
retepo3urote ¢ Mmytaiusimu [V kiacca. [1pu npoBeneHun
MOJIEKYJIIPHO-TeHeTUYeCKOoro mccienoBanusa y 7 (16%)
JeTell oHa U3 MyTalluii He Obljla yCTaHOBJIEHA, KJIMHU-
yecKue TPOSBICHUST BAPbUPOBAIM B IITMPOKUX TIpeiesax.

Ha ¢oHe BHempeHWs HEOHATAIBHOTO CKPUHUHTA
Ha MykoBucLIo3 ¢ 2006 . cpeirt 60JbHBIX CYIIECTBEHHO
YBEJIMUMIIACH JIOJISI AeTeil paHHEeTO U JOUIKOJBbHOTO BO3-
pacta — 26 (54%) neteit, mennana (Me) Bo3pacra ycra-
HoBJIeHns1 auarHo3a 1,5[1,5; 2,0] mec. DT 60bHbBIE OBLITI
BKJIIOUEHBI B 1-10 Tpyniy. B naHHo# rpymnne npeodnana-
JIA TIALIMEHTHI CO CPEIHETSKETbIM TeueHUeM OOJIe3HU —
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17 (65%) neteii, Me Bo3pacta 2,0 [1,0; 3,0] roma. Tsake-
JIoe TeyeHWe MYKOBHCIMIO3a Habmomanochk y 9 (35%)
nauueHToB, Me Bo3pacta — 2,0 [1,0; 3,0] roma. XpoHn-
yeckash CHMHErHoWHass WHMEKIMST IbIXaTeJbHBIX IMyTei
ObL1a BeIsIBIICHA ¥ 12 (46%), HO TOoNbKO ¥ 2 (8%) meteit
3a00JIeBaHNEe OCTOXHWIOCHh HAJTUIMeM OPOHX09KTA30B.

Bo 2-10 rpynmy 6bM BKITIOUeHBI 22 (46%) pebeH-
Ka ctapire 6 JeT. JInarHo3 MyKOBUCIMI03a Y OOJIbHBIX,
POXIEHHBIX IO BHEAPEHHWS HEOHATAJTLHOTO CKPUHMHTA,
ObLJT YCTAHOBJIEH Ha OCHOBAHUY KJIACCUYECKUX KPUTEPH -
€B IWarHOCTHKU. Me Bo3pacTa yCTaHOBJIEHUsI TMarHO3a
cocraBuia 11,0 [6,0; 30,0] mec. 3aboseBaHe UMEJIO TsI-
xennoe TedyeHne y 19 (86%) nereir, Me Bo3pacra 12,8 [9,0;
15,0] rona, cpenHetsikenoe — y 3 (14%) nereii, Me Bo3-
pacra 11,6 [9,5; 17,7] roga. Y noaaBisioniero 00 bIINH-
cTBa manueHToB — y 19 (86%) oTMeuanach XpoHUUYECKasT
KOJIOHM3ALIMS IbIXaTeIbHBIX ITyTeii CHHETHOMHOM Tajioy-
KOM; HECKOJIbKO pexke — y 18 (82%) nmeteit umenuch He-
00paTUMBbIe U3MEHEHUS PECITMPATOPHOTO TPAaKTa B BUJIE
OpPOHXODKTA30B.

Bce GosbHble mMoydYasid TUIAHOBYIO aHTUMOAKTEpH-
aJTbHYI0 Teparuio, OPOHXOMYKOJUTUYECKYIO Teparuio,
KWHE3UTeparnuio, 3aMeCTUTETbHOE JIeYeHNe TTaHKpeaTu -
YeCKUMHU (DepMeHTaMHU, TIpernapaTaMu YpCoae30KCUXoJie-
BOIi KMCJIOTBI, BATAMMHOTEPAITMIO C MOMEHTA YCTaHOBJIE-
HUST TMarHo3a.

Ipynmy koHTposst cocTaBuiu 42 pedbeHka, Me Bo3pac-
Ta 6,5 [2,0; 11,0] roma, He UMEIOIINX yYKa3aHUI B aHAM-
He3e Ha HaJludue OCTPBIX WM XPOHUYECKUX 3a00JieBa-
HUI OPraHOB JBIXaHUSI, He TIPUBEPKEHHBIX KypEeHMIO.

V neteii B Bo3pacTe A0 ToJa 3aMUCh TbIXaTebHbBIX IITY-
MOB TIpU MPOBEACHUHN KOMIBIOTEPHO GpOHX0(hOHOTpa-
¢uu nmpoBoaMIM B TIOJIOXEHUM peOeHKa Jiexa, y neTei
cTapiiie rofga — B TIOJIOXXEHUW CUJIST TIPU CITOKOMHOM JIbI-
XaHuU. Permcrpamuio AbIXaHWSI OCYIIECTBIISIIA Y JeTeit
0 2 JIET C TIOMOIIIbIO JIMLIEBON MacKu, K KOTOPOW TOJI-
KJTIOYaIv JaT4WK Mpubopa, y MalueHToB cTapiie 2 JeT
K JaTYuKy TPUKPETUISIM 3aTyOHWK, Ha HOC HaKJIaIbl-
BaJI 3a3KUM. 3amuCch BHITIOJNHSIM B TeueHue 10 ¢. Puk-
chpoBajach BpeMeHHas KpuBas, IPOMOPLIMOHATbHAS
aKyCTMUECKOMY IIIyMYy, BO3HMKAIOIIEMYy IpU AbIXaHUU,
C TIOCJIEYIOIIEeN KOJMYECTBEHHOW OLIEHKOU SHEepreTH-
YeCKMX 3aTpaT OPOHXOJIETOUHON CUCTEMbI Ha BO30OYXKIe-
HUE Cenn(PUIECKOro aKyCTUIeCKOro (heHoMeHa B Teue-
HHUE BCEro PecrupaTopHOro LUKJIA WIN OTAEITbHON ero
(as3pl — aKyCTUYEeCKMiI KOMIIOHEHT pPaOOTHI JIbIXaHUS

OPUINHAJIbHBIE CTATbU nyJibMOHOJ10rnsi

(APJl). 3ByKOBOI1 CUTHAJI aBTOMAaTUYECKU aHAIU3UPOBa-
JIV B TpeX AuamnasoHax yactotHoro crekrpa: 200—1200 Iix
(Hu3kovacToTHbIN nuamnazoH, API1), >1200—5000 TIix
(cpenHevacToTHbIM auanazon, API3), >5000—12600 Tix
(BbICOKOYACTOTHBIN auana3oH, APJ2). 3oHa HU3KUX
yactoT (mo 1200 Iir) xapakTepuszoBaia COCTOSIHUE BEpX-
HUX IbIXaTeJbHBIX MyTeil. 30Ha BHICOKMX YacCTOT (BHIIIe
5000 Ii1) orpaxkana oOCTPYKTUBHbIC U3MEHEHUS B HMXK-
HUX JBIXaTeJBHBIX TYTSIX M KOPPEJIUpOBaia CO 3ByKOBBI-
MU XapaKTepUCTUKAMU CyXUX XpHUIoB [8, 9].

Pe3ynbTaTtbl M 06CyXaeHue

Hetu, OoNbHBIE MYKOBUCIMIO30M, W TPYIIThl KOH-
Tposisi ObLIM COTOCTaBUMBI MEXAy CO0O# MO BO3pacTy
un nony (Kpackena—Yonnuca, p>0,05). B rpynme KoH-
TpoJisi He OOHApyXKeHO 3HaYMMON pa3HUIIbI B IMoKa3are-
151X APJI B 3aBUCHMMOCTH OT BO3pacTa, II0O3TOMY OBIJT OlIe-
HeH cyMMapHblil pesyabrat (ManHa—YutHu, p >0,05).

VY nereil, GONBHBIX MYKOBHUCIIMIO30M, HE BBISBIIC-
HBI pa3INuUs B COCTOSTHUM (DYHKIIMU BHEILIHETO JTbIXa-
HUSI, MO JaHHBIM KOMIIbIOTEPHOI OpoHxodhoHOorpaduu
U CIIMPOMETPHUHU, B 3aBUCHUMOCTH OT reHoTuna (Kpacke-
na—Yonnuca, p>0,05). Ilporpeccupymoliee CHUXEHUE
nokasaresieit (PyHKIIUM JbIXaHUsI Y OOJbHBIX MYKOBHC-
LIU030M TIPEATIOJIOXKUTEbHO B TIEPBYIO ouyepenb 00y-
CJIOBJIEHO OCOOEHHOCTSIMU T€UeHUSs 3a00/1eBaHUSI.

DyHKIMS BHEIIHETO IBIXaHWS IeTeil ¢ MyKOBUCIIU-
JI030M, TIO JaHHBIM KOMITbIOTEpPHOI OpoHX0(hOoHOTpa-
¢um, xapakrepru3oBajach 00jee BHICOKMMU 3HAYEHUSIMU
APJl B 00611eM, HM3KOYACTOTHOM M BBICOKOYACTOTHOM
Mrana3oHax 10 CPaBHEHUIO CO 30POBBIMU CBEPCTHU-
kamu (Kpackena—Yonnuca, p<0,05, cm. tabnuiy). DT0
CBUETEJILCTBOBAJIO O MPEUMYIIECTBEHHOM ITOpakeHU!
JMUCTAJIBHBIX OT/EJIOB PEeCIMpPaTOPHOrO TpakTa y JAeTeit
C MYKOBUCIIMIO30M, Jaxe BHE 00OCTpeHus 3aboJieBa-
HUs, 3a CUeT SIBJICHUI MyKocTasa, nedopmauuu u hu-
OpOTHYECKUX U3MEHEHM I CTEHOK OPOHXOB.

ITpu comocraBiieHNM ¢ TPYTITIOI KOHTPOJIST OoJiee Bbl-
pakeHHble M3MEHEeHMsT (DYHKIIMW BHEIIHETO IBIXaHWS
OBbUIM 3aperucTpUPOBaHbI Yy neTeit 2-1 rpynibl. Beicokue
nokaszarean APl oTMeueHBbl BO BCeX YAaCTOTHBIX Auara-
30HaX KaK KOCBEHHBIN TIPHU3HAK TOTAJIBHOTO BOBJIEYE-
HUS CTPYKTYp TpaxeoOpOHXMaJbHOTO JepeBa B IMaTOJIO-
rudeckux npouecc (ManHa—YutHu, p<0,05). TsxecTb
OpOHXMATLHON OOCTPYKIINM TTOATBEPXKIeHa 00Jjiee BHICO-
KuMHU 3HaueHusiMu koadduimenta K2, orpaxatoriero

Tabauya. Tokasareau (API) y neTeii 1 oAPOCTKOB, 0OJILHBIX MYKOBHCIIMI030M, U rpynmnbl KoHTpousi, Me [25%; 75%]

IMoka3zarenb Tpymnma koHTposst (n=42) Ipyrma 1 (n=26) Tpynna 2 (n=22)
AP 1, Mx/Ix 81,23 [44,39; 111,87] 10,45 [6,06; 45,68] 115,32 [90,63; 124,66]
APII2, Mx/Ix 0,07 [0,03; 0,13] 0,09 [0,02; 0,24] 0,2210,07; 0,3]
APJI3, Mx/Ix 1,54 [0,79; 2,19] 1,47 [0,83; 3,21] 2,78 [1,67; 3,27]
K1, % 16,9 [10,9; 37,5] 108,0 [32,9; 255,9] 19,3 [15,0; 32,7]
K2, % 0,910, 4; 1,9] 3,8[0,6; 13,4] 1,510,6; 2,7]
K3, % 15,9 [10,4; 35,2] 104,0 [30,0; 229,6] 17,72 [14,0; 29,9]
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Tlasaunosa E. b. u coaém. BoaM0OXXHOCTH KOMITBIOTEPHOI OpoHX0(oHOTrpaduu B AMarHOCTUKE HApYIIEHWIT (DYHKIIMM BHEITHETO IbIXaHUsI y OOJbHBIX...

oTHoIIeHNe MaHHBIX APJI B BBHICOKOYACTOTHOM aMara-
30HE K paboTe B HU3KOYACTOTHOM nuanazoHe (MaHHa—
Yuruu, p<0,05). ¥ nauveHToB ¢ TSKEJbIM TEUEHHEM
MYKOBHCIIMI03a MO CPABHEHUIO C OOJIbHBIMU CO CPETHE-
TSDKEJTBIM TeUEHUEM, TI0 TaHHBIM KOMIThbIOTEpHOI OpOH-
xodoHorpaduu, ObLIM 3aperucTpUpOBaHbl O0Jiee BHICO-
kue mokaszatenu APIl B BbICOKOYACTOTHOM JMaria3oHe
(Manna—YutHu, p<0,05). D10 00YCIOBIEHO MOCTETEH-
HBIM (DOPMUPOBAHUEM BBIPAKEHHBIX HEOOPATUMBIX W3-
MEHEHUII TpaxeoOpPOHXMAIBHOTO JepeBa BCJICICTBHE
XpPOHMYECKOTO BOCITAJICHUSI, SIBIEHUI TTHeBMOMUOpO3a
1 MYKOCTa3a MPH TSIKEJIOM TeYeHMU MyKOBHUCITAA03A.

YV 00sIbHBIX MYKOBUCIIMA030M 1-ii Tpymmbl peodia-
Jajio CpelHeTsKesioe TeueHue 3adosieBaHus (MaHHa—
YutHu, p<0,05). ITo 1aHHBIM KOMITHIOTEPHOI OPOHXO-
¢oHorpacdumn, (GpyHKIIMS BHEIIHETO JbIXaHUsI 3TUX Ma-
LIMEHTOB HEe OTJWYaNach OT Pe3yJbTaTOB TPYIIIBI KOH-
tponsi (ManHa—YutHu, p>0,05), 94TO CBUAETEIHCTBOBA-
J10 00 3(pPeKTUBHOCTH MpoBOAMMOM Tepanuu. OgHAKO
MPU TSOKEJIOM TeYeHWEeM MYKOBUCIMIO03a OBbIIN 3aperu-
CTPUPOBAHBI BBIPaskeHHbIE U3MEHEHUS (DYHKIIMU BHEIII-
HEro JbIXaHWs 3a CYeT IMOBBIIIeHUS ToKasateneir APJI
B CpelHe- W BBICOKOYACTOTHOM JMara3oHax, OTpaka-
OIINX HaJIWYWe BEHTUJISLIMOHHONW HEIO0CTATOUHOCTU
1o oocTpykTuBHOMY TUIy (MaHHa—YutHu, p<0,05).

V nereit 2-if TPYNIIBI C TSKEIBIM T€UYECHUEM MYKO-
BUCIIMI03a BBISBICHBI O0Jiee HU3KKME 3HAUeHUST 0ObeMa
(dopcuposannoro seigoxa 3a 1 ¢ (OPB)) B % ot Hop-
MBI 10 CPAaBHEHUIO C OOJBbHBIMU CO CPETHETSKETBIMU
u rpynmoii KouTpoJist (Kpackena—Yomnuca, p<0,01). Ot-
MEYEeHBI OTpPUIATENIbHBIE KOPPEISIIIMOHHbBIE CBSI3U CPEI-
Helt cuibl Mexay ypoBHem APJI2, orpaxaromum cre-
MeHb TTOPaKEHMS AUCTAIBHBIX OTIEIOB PECITUPATOPHOTO
TpakTa, ¥ BesmunHoit OPB, (r=-0,57; p<0,01).
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Cungpom /Iu /IKopaKu B MPAKTHKE AETCKOTO MYJIbMOHOJIOTa

C.D. llesikosa’, F0.JI. Muzepnuyxuii’, O.B. llsey?, H.C. Jles', M. B. Kocmiouenko!, C.b. Sumun’

'0CIN «Hay4yHo-1ccnenoBaTeNbCKUn KIMHUYECKUIA MHCTUTYT NeamaTpum uMmenn akagemuka 0. E. Benstuwesa» Nr60OY BMNO
PHUMY um. H.N. Muporosa Muxaapasa PD; 2[JeTckas knmHmudeckas 6onbHuua Ne9 nm. IH. CnepaHckoro enaptameHTta
3apaBooxpaHeHus r. MockBbl, Poccus

DiGeorge syndrome in the practice of a pediatric pulmonologist

S.E. Dyakova', Yu. L. Mizernitsky', O.V. Shvets®, N.S. Lev', M.V. Kostyuchenko', S.B. Zimin?

'Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I|. Pirogov Russian National Research Medical
University, Ministry of Health of the Russian Federation, Moscow; 2G.N. Speransky Children’s Clinical Hospital Nine, Moscow
Healthcare Department, Russia

Ha KOHKpeTHOM KJIMHMY€ECKOM NpHMepe 00JIbHOI ¢ MepBHYHBIM UMMYHOAe(GHINTOM — cHHAPoMoM Jlu JIKOpKH — MPOIeMOHCTPH-
POBaHBI CJI0KHOCTH CBOEBPEMEHHOIi TMArHOCTHKM U BbIOOPA J1e4eOHOIl TAKTHKY Y JAaHHO# KaTeropuu 00/bHbIX. Ilopaxkenue gerkux
Y HUX YaCTO SABJSETCS €IMHCTBEHHBIM MPU3HAKOM OCHOBHOTrO 3200sieBaHusA. Oco00e BHUMAHUE yleJeHO COBPEMEHHbIM KPUTEPHSIM
JTMATHOCTHKH (B TOM YHCJie TeHETHYECKHUM), MIOAXO01aM K JIeYEHHIO U MPOrHO3Y Y 00IbHBIX ¢ cuHApoMoM Jlu JIxKopmku.

Karoueevie caosa: demu, nopasicenue neekux, nepeuublil ummyHoOdeguuyum, curnopom u Jicopdicu, duazHocmuka, nevenue.

Ana yntupoBanus: [bskosa C.3., MuszepHuukuii 10.J1., LLBew O.B., Jles H.C., KocTtio4eHko M.B., 3umuH C.b. CuHapom v [xopaxv B npakTuke
JeTCKOro nysbMoHosora. Poc BectH nepuHaton v neguatp 2016; 61: 5: 57-63. DOI: 10.21508/1027-4065-2016-61-5-57-63

This specific clinical example of a female patient with DiGeorge syndrome, a primary immunodeficiency disease, demonstrates dif-
ficulties in its timely diagnosis and in the choice of treatment policy in this category of patients. Lung injury in them is frequently
the only manifestation of the underlying disease. Special attention is given to current diagnostic criteria (including genetic ones)

and approaches to treatment and prognosis in patients with DiGeorge syndrome.
Keywords: children, lung injury, primary immunodeficiency, DiGeorge syndrome, diagnosis, treatment.

For citation: Dyakova S.E., Mizernitsky Yu.L., Shvets O.V., Lev N.S., Kostyuchenko M.V., Zimin S. B. DiGeorge syndrome in the practice of a pediatric
pulmonologist. Ros Vestn Perinatol i Pediatr 2016; 61: 5: 57-63 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-57-63

HoaneHne JIETKUX TIPU TIEPBUYHBIX UMMYHOIEMU-
UTax y JIeTeil 3ayacTyr ObIBaeT OJAHWUM U3 paH-
HUX W Ha TIEPBBIX TTOpax eIWHCTBEHHBIM TPOSIBJIEHUEM
OCHOBHOTO 3abosieBanus [1, 2]. MHoroo6pasue KIMHU-
YEeCKMX CUMITOMOB M OTCYTCTBME YETKUX JUArHOCTHUYE-
CKMX MapKepoB HEpelKO MPUBOAAT K MO3AHEH IUarHo-
CTHUKE MePBUYHOTO UMMYHOIeUITIMTa U (DOPMUPOBAHUIO
HeoOpaTUMBbIX UBMEHEHUH JIeTOUHOM TKaHu [3, 4]. Mex-
Iy TEM CBOEBpEeMEHHasl AMAarHOCTUKa W PaHHSSI aKTUB-
Hasl JieueOHasi TaKTUKa IMO3BOJISIIOT HE TOJIBKO JIOCTUYb
CTabUIN3aLIMK COCTOSTHUSI, HO 1 M30eXaTh CTPYKTYPHBIX
HapylIeHU 1 TIPeIoTBPaTUTh MIPOTPEeCcCUpoOBaHME 3a00-
JIeBaHUsI.

B kauecTBe mpuMepa NpPUBOAMM HCTOpPUIO 00JE3-
HU TallMeHTKu A., KoTopasi B Bo3pacTe | romga mpoxo-
nuia oOcieoBaHUE B Halledl KIMHUKE B CBSI3U C Xa-
Jjo0aMM Ha OMBIIKY M PEUUJAUBUPYIOIINE MTHEBMOHUU

© KonnekTtune aBTopos, 2016

Anpec aas koppecnonaenuun: [IbsikoBa CBeTiiaHa DBajbloBHa — K.M.H., BEl. H.
COTp. OTJIE/Ia XPOHUYECKHMX BOCTIAIUTE/IbHBINA 1 aJTIEPTUYEeCKUX OOJIe3HEel JIETKUX
HWKMU nennarpuu um. akan. F0.E. Bensruiiesa

Musepuuuxuii FOpuii JleoHn10BUY — 1.M.H., ipod., pyK. oTaena

Jles Haranbst CepreeBHa — K.M.H., Bell. H. COTp. OT/eJa

KocrioueHko Mapraputa BacunbeBHa — K.M.H., CT. H. COTp. OT/Ie/Ia

125412 Mockaa, yi. Tangomckast, 1. 2

3umun Cepreii BopucoBnu — 3aB. OTIEIeHUEM UMMYHOJIOTUU U aJUIEPrOJIOTUI
Jletckoii ropoackoit KinHudeckoii 6onbHuLbl Ne 9 um. I H. Cnepanckoro

[ Ben Osecst BacuibeBHA — Bpay OTaEICHUS

123317 Mocksa, LLImutosckuit npoess, 1. 29

(B anamHe3se). [leBouka Obljla TOCIIMTAIM3UPOBAHA C 1ie-
JIBIO YTOUHEHUST TMarHo3a U oaoopa Teparum.
Knunnyeckoe HaOmogenne. 3BeCcTHO, 4TO JeBOY-
Ka pPOAMIACH OT MOJIOIBIX POMUTENEH, CUMTAIOIINX CeOs
3nopoBbiMU. CeMelHBINI aHaMHe3 OTATOIIEH: Yy TeTH
MO0 MATepPUHCKOW JTMHUU — BPOXKIECHHBIN MOPOK CEpI-
na (aedexrT MeXxOKeIyTouKOBOW Meperopoaku), y Isau
1O OTIIOBCKOM JTUHUU — PACCESTHHBIN CKIIEpO3, ATy~
Ka IO OTILIOBCKOW JIMHUM yMep OT paka Jierkux. Pebe-
HOK OT TIepBOii 6epeMeHHOCTH, TIPOTEKAaBIIei ¢ yTpo30it
MpepbIBaHUS Y TOKCMKO30M B | TprMecTpe; MHOTOBOIM -
eM, TIpeXIeBpPEeMEHHBIM CO3peBaHMEM TUTALICHTHI M 3a-
NepkKoit BHyTpuyTpoOHOoro paszputus B III Tpumectpe;
OT TIPEXKICBPEMEHHBIX OIEPATUBHBIX pPOIOB Ha 36-ii
Hezesne B CBSI3U ¢ OCTpoit achukcueit roma. Pomunach
¢ maccoit Tena 2000 1, jinHON — 44 cM, OLIeHKa 10 IITKa-
Je Anrap 5/6 6amnos. [lpy pokaeHUM TUarHOCTHPOBa-
HBI CUHIPOM IBIXaTeTbHBIX PACCTPOWCTB, AbIXaTeIbHas
HEIOCTaTOYHOCTh 2-W CTENeHW, CUHIPOM YTHETeHUS
LHHC, oOmwuii OoTeyHbIt CUHAPOM, HETOHOIIEHHOCTD.
B teuenue 12 4 Haxoaugach Ha UCKYCCTBEHHON BEHTHU-
JIAIUU JIETKUX, B TTOCIEAYIONIEM B TeUeHHE 2 HeJl CoXpa-
HsIJTach KUCJIOPOA03aBUCUMOCTh. Ha 4-e cyTku XuzHu
nepeBefieHa B OTIeJeHWe HeJOHOIIEHHBIX, Tlie HaXOMu-
JIach C IMarHO30M IiepeOpajibHas uiIeMus 1-if cTerneHu,
CUHIPOM MBIIIEYHON TUCTOHWU, BHYTPUKEITYIOUKOBOE
KPOBOM3JIUSHUE ClieBa 1-if cTereHu, HeAOHOIIEHHOCTh
36 Hem, OOIIMI OTEYHBIA CUHAPOM 1—2-if CTereHwu,
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MopdodyHKIIMOHAIbHAS HE3PEIOCTh, 3a/Iep>KKa BHYTPU-
YTPOOHOTO pa3BUTHSI 2-i1 CTETIEHU; MoJTyyaia KOMIIJIEKC-
HYIO Teparnuio; BbilucaHa Ha 20-e CyTKW XXU3HU B YIOB-
JIETBOPUTEILHOM cocTossHuM. [lo 4 Mec Xu3HM pocia
U pa3BMBajach Mo Bo3pacTy. B cBsI3W ¢ OTATOIIEHHBIM
repuHaTaJbHBIM aHAMHE30M He TpUBUBaJach (MeIOT-
Box 1m0 6 Mec). BeITOBOIT aHaMHe3, CO CJIOB POAUTENEH,
HE OTSTOIIEH.

B Bospacte 4 Mec BnepBoie nepeHeciaa OP3; Ha 5-e
CYTKM B CBSI3U C (DEOPUIIBHOIM TEMIMepaTypoil B TeUeHHe
3 naHelt HaxomwiIack B cTalMoHape ¢ auarHo3om OPBU,
NUCOMO03, MBIIIEYHasl TUCTOHUS, aHEMMST 1-i CTeTeHMU.
Yepes Heaeno mociie BHIMUCKK AeBOYKa Obljla TOBTOPHO
TrOCTIMTAIN3UPOBaHA B TSIKEJIOM COCTOSIHUM B CBSI3U C (e-
OpUJIBLHOI TeMIepaTypoil, BIpaXKeHHOM OJIBIIIIKON U UH-
TOKCHUKAIIMEH; PEHTTeHOJOTUYECKM Oblda JTMarHOCTH-
poBaHa IPaBOCTOPOHHSISI BepXHEHoJIeBasi MHEBMOHMSI.
Criycts Hefielio JiedeHUsT B CTallMoHape Ha (poHe OoTMe-
Hbl aHTUOMOTUKOB BHOBb OTMEUYAJIOCh MOBBIIIIEHUE TeM-
neparypbl 10 (GeOpuabHbIX (P, HapaCTaHUE OJBIIIKU
1 nHTOKCUKaLMuU. [1o TSKeCTu CoCTOSTHUS IeBOYKa ObLia
repeBe/ieHa B OT/EJeHUe peaHWMalluu U MHTEHCUBHOM
Tepanuu, TAe HaXoaujJach B TeUeHHE Mecslla ¢ AUarHo-
30M: JIEBOCTOPOHHSISI BEpXHEI0JIeBasi THEBMOHMUST TsIXKe-
sioro TeuyeHus. [lpu kommblotepHoit Tomorpaduu (KT)
JIETKUX ObLIO 3aroj03peH0 TeYeHUe AeCTPYKTUBHOM
ITHEBMOHMU B BepXHeii goJie cieBa. [1o aTomy mosony ze-
BOYKa ObLTa KOHCYJBTUPOBAHA TOPAKaJIbHBIM XUPYPTOM
npod. A.FO. PasyMOBCKUM, OJTHAKO AECTPYKIIMS HE TIOM-
TBEPAUJIACH U OT XMPYPTUUECKOTO JIeUeHUsI ObLIO peleHo
Bo3zepxatbes. Torma ke Ha KT rpymaHoii KjaeTku Brep-
BbIe OblJIa OOHapyXeHa MPaBOPACITONIOXEHHAs Iyra aop-
Thl. [Ipy OPOHXOCKOTIMM IMArHOCTMPOBAHA JIApDUHTOMA-
JIsiuMst, TUcYHKUIMST TOpTaHU, (papuHTOIapUHTAYECKUI
pedmoke; Tipu  0AKTEpUOJOTMYECKOM HCCIIeTOBaHUN
JIAaBaXXHOU KUIOKOCTU BBIIBIEH pocT Candida albicans
U TEMOJIMTUYECKOTO CTPENTOKOKKA B YMEPEHHBIX TUTPaX.
B xone oGcnenoBaHusT ObUIM UCKITIOYEHBI HOCUTETHCTBO
ONMOPTYHUCTUYECKUX MH(DEKIIMIA, BUPYCOB TPUIITIA, ajie-
HOBHMPYCOB, BUPYCOB Iaparpurina, MCKJIt4aanch CETCUc,
NeDULUT 0, -aHTUTPUTICMHA, MYKOBMCIIMIO03, TYOEpKy-
Jie3, MTHBa3UBHbBI MUKO3.

B xnmHMueckoi KapTuHe Ha (DOHE MacCCUBHOI aHTH-
OakTepuaIbHOM Tepanmuu COXpaHSJICS CTOMKUiA cyOde-
OpUJIUTET, BbIpa’k€HHasl ONBIIIKA M CHUMIITOMBI MHTOK-
cMKalliM, a TIpu npoBeneHUn KoHTpoJibHON KT nerkmx
ObUIM BBISIBJIEHBI JIBYCTOPOHHUE OvYard WHQUIbTpALUU
¢ TEHJEHIIMe! K pacrany. 3HaUMMOTO YIyJIIeHUs] COCTO-
SIHUSI yIaJI0Ch JOCTUYb TOJIbKO Ha (DOHE TMOIKITIOYEHUS
AHTUMMKOTHYECKOU Tepanuu (daokoHason). JeBouka
ObLIa BBIMIMCAHA U3 CTallMOHapa depe3 2,5 Mec JieYeHMUsI
C IMarHO30M: JIBYCTOPOHHSISI TIOJIMCerMeHTapHasi MHEeB-
MOHMSI, OPOHXO0OCTPYKTUBHBIN CUHIPOM, JbIXaTeTbHAasT
HEIOCTaTOYHOCTh 2-1 CTEMEeHM; KaHAWI03 KOXU U CIIU-
3UCTBIX 000JIOYEK; MPABOPACITOIOXKEHHAS qyTra TPYIHOTO
oT/Ie1a A0PTHI.

B mocnenyroiemM 1o TSKECTH COCTOSTHUSI peOeHOK

OPUINHAJIbHBIE CTATbU nyJibMOHOJ10rnsi

JUTUTENIBHO HYXKIAJICS B TTOBTOPHBIX KypcaX aHTHOAKTe-
pUabHON Teparu B COYeTAaHUU C PUEMOM aHTUMUKO-
TUKOB, TIPY TIOTTBITKAX OTMEHBI JIeYeHUSI BO3OOHOBIISUTUCH
cybdebpuauTeT 1 ofbiKa. B Bo3pacte 6,5 Mec neBouKa
Obuta KoHcynbTMpoBaHa mnpod. HO.JI. MwusepHULIKUM
un HayuyHbiMu cotpynHukamu HUKW nenmnatpuu. [Mpu-
HUMas BO BHUMaHHWe aTUITUYHO TSIKENIOe, 3aTsSKHOe Te-
yeHWe 3a00JIeBaHUsI, COIMPOBOXAAIOIIEECS CTOMKUMM
n3meHeHussiMu Ha KT nerkux, ObLI0 MpeAIonoxXeHo Ha-
JINYME WHTEPCTULIMATBHOTO TIOPasKEHUS JIETKUX, B CBSI3U
C YeM B Teparuio ObUTA BBEJEHbI MHTAJISILIMU OyIecCOHUIA
(500 mkr/cyt) u arpoBeHTa (Mo MOTpeOHOCTU) Ha (oHE
MPONOJIKEHUST aHTUMUKOTUYecKoli Tepanuu. Ha ¢one
JIeYeHUsl B TeUeHUe 5 Mec Obljla TOCTUTHYTa CTaOUIn3a-
UST COCTOSTHUST: 0OOCTPEeHMII He OTMeuajoch, 1—2 pasa
B MecsI1I BO3HUKaJIa OfIBIIIKA, KYyITMPOBaBIIAsSICS OPOHXO-
JINTUKAMU, XPUTIBI B JIETKUX HE BBICTYIITUBAINCH; IICUX0-
MOTOpPHOE U (pU3NYECKOe pa3BUTHE He CTpamaio. B Bo3-
pacte 1 roma IjisT YTOYHEHUS AMATHO3a U OTMpeAeSICHHS
JaJbHEWIIel Teparny JeBoYKa Obljla TOCITUTATN3UPOBa-
Ha B otaesieHue nyabmoHonorun HUKHW nennatpun.

IMpu MoCTyIUIeHUM B KJIMHHMKY COCTOSTHUE CpeaHei
TSIKECTH 0 OCHOBHOMY 3a0osieBaHuIo. He kanuisiet, ot-
MeJaeTcsl yMepeHHas CMelllaHHasi ONbIIIKa Tpu Gecro-
koricrBe. He nuxopanut. CoH 1 amnmeTuT He HapYIIEHbI.
dusnueckoe pa3BuUTHE HIKe cpeaHero: poct 70 cm (3-it
eHTUIb), Macca Tena 8900 r (25-i ueHnTuab). [lcuxomo-
TOPHOE Pa3BUTHE COOTBETCTBYET BO3PACTY: XOAMT C TOJI-
JIEPXKKOM, TTOJI3aeT, TOBOPUT OTAEJbHbBIE clloBa. MMeroTcst
MHOXECTBEHHBIE CTUTMBI IM39MOpHOTeHe3a: TUIIePTEIO-
pU3M, aHTUMOHTOJIOMIHBINA pa3pe3 Iia3, SMUKAHT, II1-
POKMI KOPOTKWI HOC, HU3KO PACIIOJOXEHHbIE TUCILIA-
CTUYHBIE YIIWM, MUKPOTHATHS, BBICOKOE Hebo. IpymHas
KJIeTKa paBHOMEPHO yJacTBYeT B aKTe AbIxaHus. [Tepky-
TOPHBIH 3BYK ¢ KOPOOOUYHBIM OTTEHKOM, ayCKYJIBTATUBHO
JIbIXaHWe TIPOBOAUTCS PAaBHOMEPHO, XPUIIbI HE BBICITY-
muBatoTcsa. Yacrora awixanust 40—46 B munyty. Cep-
JIeYHbIe TOHBI 3BYYHbIE, PUTM TIPaBUJIbHBINA, TEHICHLIMS
K Taxukapauu 110—120 B MunyTy.

B o06mux aHanmMzax KpoBM, MOYM, OMOXMMUYECKOM
aHaJM3e KPOBU OTKIIOHeHWI HeT. IIpu olleHKe ra3oBo-
IO COCTaBa KPOBM BBISIBJIcHA yYMepeHHas TMITOKCEeMMUS
(pO, 69 Mm. pr.cT.). IIpy MMMyHOIOTMYECKOM HCCIIE-
JIOBAaHWU OOpaIago Ha cebs BHUMaHUE CHWXKEHUE T0-
KaszaTesieil KJIeTOYHOro mMmyHuteTa (tadn. 1). B cre-
JIOBBIX KOJWYECTBAaX OINpPENesIsiiIuCh CrelnpriecKue
IgG x mnecHeBbiM rpubam (ImmunoCap, MrA/m; Hop-
Ma 10 30 MrA/n): Gm27 (Penicillium) 2,68 mrA/m; Gm2
(Cladosporium) 2,53 mrA/n; Gm3 (Aspergillus) 0; Gm5
(Candida) 3,24 mrA/n; Gm6 (Alternaria) 0. YpoBeHb XJ10-
punoB norta (Makponakr) coctaBui 24 MMOJIb/J1 (HOpMa
1o 40 mmoub/n). Peakuinst MaHTy oTpuuiatesibHa.

Ilpn aHamM3e TPENCTaBICHHBIX pPEHTTeHOrpaMM
TPYIHOM KJIETKM B JAWMHAMMKE OTMEYaIWCh TMPU3HAKU
BOCIAJIUTEIbHBIX U3MEHEHUH MIPENMYIIIECTBEHHO B Bep-
XyIIKe TPaBOTo JIETKOTO ¢ TeHIEHIMEN K WX yMeHBbIIe-
Huto. B TO ke BpeMs Tipu orieHKe mnpenactaBaeHHbIX KT
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Tabauya 1. UmmyHorpamMa nanueHTku A., 1 roja

[Tokasarenn Hopma Pesynbrar
B-mumdouutsl (CD19+), % (B 1 M) 19—-31 (500—1500) 44 (1158)
T-mumborumtel (CD3+), % (B 1 MK ) 45—79 (2280—6450) 28 (737
CD3+CD4+, % (B 1 Mk ) 36—61 (800—3600) 18 (474)
CD3+CD8+, % (B 1 MK ) 16—34 (720—2490) 7(184)
HK-xnetku (CD16+CD56+), % (B 1 MKt ) 4-26 (276—896) 20 (526)
1gG, r/n 3,2—14,5 3,22
IgA, r/n 0,1-1,0 0,37
IgM, r/n 0,4—1,8 0,39

TPYIHON KJIETKA B TMHAMMKE ObUIU BBISBICHBI CTOMKNE
WHQUIBTPAaTUBHBIE TEHU B BEPXHUX JIOJSIX C 00EUX CTO-
POH C MpU3HAKaMM paccacbhlBaHUsl MO OYJUIE3HOMY TUITY
u (opmMupoBaHUsS 30H JIOKAJbHOTO ITHEBMOGUOpO3a,
MHOXECTBEHHbIE YYaCTKM WHTEPCTULMAIBHBIX U3MEHE-
HUMU, yIIJIOTHEHWE W paclIMpeHNEe KOPHEN.

[Tpu ynbTpa3ByKOBOM MCCJIENOBAaHUM OPIOLIHON IMO-
JIOCTU U TIOYEK OTMEYEHbl YBEJUYEHHBbIE JMMQOY3JIbI
B BOpOTax nevyeHu (He MeHee 3, MaKCMMaJIbHbIM pa3Me-
pom 0,4x1,0 cm). Ha OKIT 3aperucrtpupoBaHa cuHycoBast
TaxuapuTMUsI, HOPMAJIbHOE MOJIOKEHUE 3IEKTPUUECKOM
ocH cepjala, HapylleHHe TPOIECCOB pPernosipu3aluu
B Muokapze xenaynoukoB. [1pu sxokapauorpacduu Bbisi-
BUWJIM TIPABOPACIIOJIOKEHHYIO AYTY a0PThl, TIOJIOCTU CEePJI-
11a He pacIIMpPEeHbl, CUCTOJMYECKAsT U JUACTOJINYecKast
GyHKIMM XeTynouyKoB He HapylieHbl. Kapnuosor nua-
THOCTHUPOBAJI TTPABOPACTIOJIOKEHHYIO IYTY aOpThl, HEIO0-
CTaTOYHOCTh KpoBooOpatieHus () craguu.

TiarenbHBIN aHAIU3 JAaHHBIX aHAMHe3a U MPOBeIeH-
HOTO B Halllell KJIMHUKE OOC/ieoOBaHUS TTO3BOJIUI HC-
KJTIOYUTh psn 3a0ojieBaHuil. Tak, KpaTKOBPEMEHHOCTh
rnepuojia KUCIOPOIHOM 3aBUCMMOCTM B HEOHATaJIbHOM
nepuojie U HaJIU4Ue IJIUTETbHOTO «CBETJIIOT0» MPOME-
JKyTKa B COCTOSIHUM peOeHKa Jaiyd OCHOBaHME MCKITIO-
YUTh OPOHXOJErOYHYyI0 nucrasuto. OOIuTeprupyronmii
OPOHXMOJIUT HE HalIlleJI CBOETO MOATBEPXKIESHUS U3-3a OT-
CYTCTBUSI XapaKTEPHBIX KIMHUUYECKUX M PEHTTEHOTO-
morpaduyeckux rnpusHakoB. C nomoisio KT u paHee

Tabauya 2. IMmyHorpaMMa nanueHTku A. B Bo3pacte 1 roa 2 mec

MPOBEIEHHON GPOHXOCKOIUU OBITU MCKITIOYEHBI BPOK-
JIEHHBbIE TIOPOKU Pa3BUTHsI OPOHXOJETOUHOM CHUCTEMBI.
OTpuuaTebHbIe Pe3yabTaThl HEOTHOKPATHO MPOBEACH-
HBIX TIOTOBBIX TPOO TMO3BOJMIN MCKITIOUUTH MYKOBUC-
muno3. Ha ocHoBaHMM 3aKimoueHusT (hTU3UATPa U OTPU-
LIaTeTbHBIX MOBTOPHBIX peakluii MaHTy ObLT OTBEPTHYT
TyOepkyne3. OTCyTCTBUE KOHTaKTa ¢ MPUYMHHO-3HAUM-
MbIM aJUIEPreHOM U CTelMMUUYECKOl CeHCUOUIU3aluu
JIAJI0 BO3MOXHOCTb OTTPOBEPTHYTh IWArHO3 TUTIEPCEHCH -
TUBHOTO TTHeBMOHUTA. HecMoTpst Ha BbICOKYIO 3 dek-
TUBHOCTh aHTUMUKOTHUYECKOU Teparuu, OTpULIATeTbHbIE
aHaJIM3bl KPOBU Ha METAOOIUTHI TPUOOB M cllabast BbIpa-
>KEHHOCTh TPUOKOBOW CEHCUOWJIM3AlMKU HEe TMO3BOJIWIN
JMIMarHOCTUPOBATh OPOHXOJIETOYHBII acTiepruJuies.
Bwmecte ¢ Tem ocobast TsKeCTh 3a00JIeBaHMST, 3aTK-
HOI ero xapakTtep, aTUIMUYHOCTb KIWHUYECKUX IPO-
SIBJICHUII B COYETAHWU C JJAaOOPATOPHBIMU TPU3HAKAMU
MMMYHOJIOTUYECKOI HETOCTATOYHOCTM U  CTOMKUMU
PEHTIeHO-TOMOTpaUIeCKUMU U3MEHEHUSIMUA B JIETKUX
TTO3BOJIJTY MPEATIONOXUTh HATMUKE TIEPBUUYHOTO UMMY-
Hopedumura. PeGeHOK ObUT KOHCYJIBTUPOBAH B OTHEIC-
Huu ummyHonarosioruu ATKB Ne9. Ha ocHoBaHUM BbI-
SIBJICHHOM JIMMMOTIEHNHU 3a CYET CHIDKEHMST KOJTUYeCTBa
cyononynsiimii T-muM¢bOUMTOB OBUIO PeKOMEHIO0BAHO
JIOTIOJTHUTEJIbHOE OoOciIeqoBaHue B MPOMUILHOM OT/Ie-
JIEHWH, B XOJe KOTOPOTO TMOATBEPKIEHO 3HAUYMTEIbHOE
cHmkene kommuectBa CD4+ m CD8+, moBbIIeHNE
ypoBHs B-nmumdonnTtoB n HK-knetox (tad:. 2.), peskoe

IToxazarenn Hopma Pesynbrar
T-nmumdorurel (CD3+), % (B 1 M) 65—80 (1400—2700) 21(729)
B-mumbormter (CD19+), % (B 1 MK1) 8—20 (270—640) 52 (1960)
T-xenmnepsl (CD4+), % (B 1 M) 36—61 (800—3600) 13 (490)
T-cynpeccopsl (CD8+), % (B 1 MxJ1) 16—34 (720—2490) 7(264)
CD4+/CD8+ 1,2-3,6 1,84
NK-xietku (CD16+CD56+), % (B 1 MK) 4-26 (276—1100) 27 (1018)
IgG, g/l 3,2—14,5 4,0
IgA, g/1 0,1-1,0 0,3
IgM, g/1 0,4—-1,8 0,3
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CHIDKEHUE MMTOTEHHOTO OTBeTa T-TMM@OIMTOB; peak-
LIMST XeMWTIOMUHECIICHIIMY HENTpOoMUIIOB OblTa B TIpee-
J1axX HOPMBI.

IIpy KOHTPOJBHOM PEHTTEHOJIOTMYECKOM HCCIIe-
JIOBAaHUM KOHCTaTUPOBAHO pa3pellleHue ITBYCTOPOHHENH
IMTHEBMOHMM B BEPXHMX HOJISIX ¢ (hOPMUPOBAHUEM TTHEB-
Moduobpo3za. [Ipu yapTpasByKOBOM MCCIIENIOBAaHUM BbI-
SIBJIEHO OTCYTCTBME TKaHU BUJIIOYKOBOM XKeJIe3bl B TUTTAY -
HOM MecTe.

JleBouka Obla KoHcynsTHpoBaHa npod. A.FO. 1llep-
O6uHoi. C yyeToM JaHHBIX aHaMHe3a (XPOHUYECKOoe He-
criennuyecKoe TopakeHWe JIETKMX, COITYyTCTBYIOLIAST
JIEKCTPATIO3UIIUST a0PThI), (DEHOTUITMUECKUX OCOOEHHO-
cTeil (MHOXECTBEHHBIE CTielIM(PUIecKre CTUTMBI TU33M-
OpuoreHesa), TaHHbIX MPOBEJEHHOTO UMMYHOJIOTUYECKO-
ro o0cyieoBaHusl (CHUXKEHUE KOJIMYECTBA CyOTOMy s
T-nmumdonuuroB CD4+ n CD8+, cHUXeHre MUTOTeHHO-
TO OTBeTa) MPEAIOJIOKEHO HAIMIUEe TIEPBUIHOTO MMMY-
HomepuunTa — cuHapoMa Ju JIxKopmku.

IMpn  MOJEKYIIPHO-TEHETUYECKOM MCCIIeIOBAaHUN
(MUKpOCATeJUIMTHBIM aHallu3 KPUTUYECKOTO paiioHa
XPOMOCOMBI 22) Oblj1a TONTBEPKACHA eSS IIEHTPab-
HOTO yYacTKa JUIMHHOTO Tiieya XxpomocoMbl 22 (del22q,
Jmokycel D22S264, D22S941, D22S1638, D22S1709) —
cuHapom Ju JIxopmku. OT peKOMEHIOBAaHHOTO TeHe-
TUYECKOTO 00CIeMOBAHUS BCEX YWIEHOB CEMbH POIUTEHN
OTKa3aJllCh.

Takum o00pa3oM, pebGeHKYy ObUT yCTAaHOBJIEH JMa-
THO3: TMEePBUYHBI UMMYHOIEMUILINT, CUHIPOM IeIeIun
del22q11.2 — cunapom Hu JIxopmku (MKB: D 82.1).
IToBTOpHBIE TMTHeBMOHUU. MHTepcTHIIMATbHOE TTOpake-
HUe JieTKuX. JlpIxaTesllbHash HEZOCTATOYHOCTh 1-if cTe-
neHu. [IpaBopacroioxkeHHast aAyra aopThl, HEIOCTATOU-
HOCTB KpoBooOpameHus 0 cTagun.

ITepBoHaYaIbHO OT PEKOMEHIOBAHHOM 3aMECTUTEIb-
HOW Tepanmuyd BHYTPUBECHHBIMA WMMYHOTJIOOYTMHAMU
POIUTEN OTKA3aIUCh, MPOJOKMB Ha JOMY Oa3MCHBIN
npueMm myiabmukopra (125 MKr/cyt) u ¢aokoHa3oa
(25 mkr/cyt). OnHako nocje Toro, Kak yepe3 Helesto Mmo-
cJie BBIMUMCKU U3 CTallMOHAapa IeBOUKA BHOBb ObLIa TOCU-
tasm3uposaHa B JII'KB Ne 9 ¢ nmarHo3oM j1eBoCTOpOHHSIS
oyaroBasi ITHEBMOHUSI, KaHIUI03 KOXH, TIO TSIKECTH CO-
CTOSTHUSI OblTa HauaTa Teparnusi BHYTPUBEHHBIMUA UMMY-
HOTJIOOYTMHAMU Ha (hOHE TPOMOJIKEHUS MpUeMa aHTHU-
MUKOTUKA (UTPAKOHA30J) W WHIaIsIUMi OynecoHupa.
ITHeBMOHUS pa3pelmiach B TeUeHUE 3 HeJl, TIPOSBICHMS
KOXXHOTO KaHINI03a COXPAHSUTMCH JUTUTETBHO.

B nocnenytotiem pebeHok 1—2 pa3za B roj rocrmra-
JIU3UPOBAJICS JUTS IPOBEACHUS 3aMECTUTETbHOM Teparu
BHYTPMBEHHBIMM WMMYHOTJIOOYJIMHAMU, TIpU 00Ce-
JIOBaHUW Ha (pOHE MAHHOTO JICYEHMSI OTMEYasloCh TO-
CTereHHOe HapacTaHWe ToKaszaTesieil KJIETOUHOTO U Ty-
MOpPaJIbBHOTO MMMYHUTETA, JEBOYKA CTaja 3HAYUTEIBHO
pexe 6onets OP3 (6e3 ocnoxxHeHMit), Ha TTOCTOSTHHOM
OCHOBE TpMHMMAaja WTPAKOHA3071 2 pasa B HEIENIo.
B Bo3pacTe 2 JleT OMHOKpATHO TMepeHeca TeHepaTn30-
BaHHYIO BUpPYCHO-OakTepuaibHylo uHpekimo. Ha KT

OPUINHAJIbHBIE CTATbU nyJibMOHOJ10rnsi

JIETKUX TIPY 3TOM OBbUTM BBISIBJIEHBI MPU3HAKW UHTEPCTH-
LIMAJIbHOTO TOPaXXeHUsI JIETKUX B BUIE JIOKAJbHBIX 30H
CHVXKEHUsI ITHeBMATH3allMU 110 TUITY «MaTOBOTO CTEKJIa»
C OTCYTCTBHMEM DPEaKIIMU CO CTOPOHBbI KOpHEH, oTMeya-
Jlach COCYIMCTasl peakiysl B 3aAHEHMKHUX OTIeNax Jier-
KMX, Y9aCTKM TTHeBMO(HOpo3a OTCYTCTBOBAJIM, UMEJaCh
MPaBOPACIIONIOXKEHHAsI yTra a0PThl (CM. PUCYHOK).

Pucynox. KommbloTepHasi ToMOrpaMMa JIeTKMX TMANMEHTKH A.
B Bo3pacTe 2 JieT.

B nmanbpHelimeM cocrosgHue pebeHKa Ha (oHe Jieue-
HUS TIOCTENeHHO cTtabmmm3upoBaioch. C 4 jeT aeBoyka
3aHMMaeTCsl TlaBaHueM UM TaHuamu. [lpu obGciemnoBa-
HUU B BO3pacTe 5 JIET COXPaHSUIOCh YMEPEHHOE CHIKE-
Hue yposHs IgM (0,65 r/n; Hopma 0,8—1,9 r/71), ypoBeHb
IgG B nipenenax Hopwmbr (9,43 r/1; HopMa 6,2—11,6 1/1),
ypoBeHb CD4+ ymepeHHo cHukeH (719 B MKII; HOpMma
900—2860 B 1 Mki), ypoBeHb CD8+ CHIKEH 3HAYUTEITb-
Ho (322 B 1 Mki1; HopMa 630—1910 B 1 MKIT); peHTTEHOJIO-
TMYECKN — B JIETKMX 0e3 09aroBbIx U3MeHeHU . C yueToM
HU3KOI 3a00J1eBaeMOCTH OblJIa TTPOBeeHA OIIeHKa CTIeI -
(pryecKoro UMMYHHOTO OTBETa C TTOMOIIBIO BAKIIMHALIN
AJIC-M; mocTBakKUMHAIbHBIN YPOBEHb CHEM(PUIECKUX
aHTUTEN Yepe3 6 Hell 0Ka3aics B HOPMe, OT MPOIOJIKEHUS
3aMECTUTETHbHOM Teparuy BHYTPUBEHHBIMU UMMYHOTJIO-
OynrHAMU OBLUTO pelieHo Bo3aepkaThes. Ceifyac 1eBoUKe
6 JsieT, Xajaob HeT; (pu3nUecKoe W TCUXOMOTOPHOE pa3-
BUTHE — CpelHee, TapMOHUYHOE; 3aHUMAaEeTCsT TaHIIAMU,
XOIUT B TIOATOTOBUTEIbHBIN KJIacC IIKOJIbI; pEIKO OoJieeT
OP3; cnienmdurueckoit Tepanuy He MoJjiydaeT; HaOona-
ercs kKapaunonorom B HIICCX um. A.H. bakyneBa ¢ nua-
THO30M TIPaBOPACTIONOXEHHAs Iyra aOpThl, HEAOCTATOU-
HOCTb KpoBooOpartieHus O craauu.

YTo Xe Ha CETOTHSITHUIM AeHb U3BECTHO O CUHAPOME
Hu Oxopmku? M3onupoBaHHas arutazusi TMMyca Oblia
BrniepBbie onucaHa J. Harrington B 1929 ., yepes 30 ner
A. Lobdell onucan couetaHue ariazuy TMMyca ¢ rurorna-
patupeosoM. Enie uepes 35 e, B 1965 . aMepuKaHCKui
aHaokpuHoior A. DiGeorge omnyGinKoBaa cOoOIIeHNE
0 Tpex TMalMeHTaX, UMEBIINX COYeTaHWE THUITONapaTh-
peos3a, MOPOKOB Cepllla M CHUKECHUS KIETOYHOTO WM-
MYHUTETa BCJEACTBHE OTCYTCTBUSI TapalluTOBUIHBIX
xkene3 n Tumyca. OH OBIT MEPBBIM, KTO CBSI3aJI OTCYT-
CTBHME THMYycCa, MapalluTOBUIHBIX Xeje3 U MMOPOKU Cep-
JNEIHO-COCYIUCTOM CUCTEMBI C HapyIIeHWEM pa3BUTHSI
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IIT u 1V ¢apuHreanbHbIX KapMaHOB B TIpoliecce 3MOpH-
oreHeza. M Toabko B 80-X romax IMpOIUIOrO CTOJIETUS
MOSIBUJIOCH TIEpBOE YIMOMMHAHWE O TeHETUYEeCKOM OcC-
HoBe cuHapoMa Jlu JIXKopmaKu — ero BO3MOXKHOM acco-
MaluyM ¢ Jejaenreit XpoMocombl 22. AMepUKaHCKUI
noktop R. Shprintzen, joromen 1o cCIeuMaabHOCTH,
B 1978 . 3ameTuJ1, 4TO 1eTH ¢ TIpobJIeMaMy MSITKOTO Heba
U HapyIlIeHUEeM Pa3BUTHS PEUM UMEJIM BPOKIAECHHBIN TTO-
POK cepila ¥ CXOXHUe 4epThl Juia. TakuM obpa3oM, OH
omnucaj BeJoKapAnohalnalbHbIi CUHIPOM, KOTOPBINA
B JIUTepaType ymoMHuHaeTcs Kak cuHapom [InmpuHiieHa
[5]. A. Kinouchi (1976), A. Takao (1980) u T. Shimizu
(1984) B simoHCKOM MOMYJSIUAM OMUCAIU ITOT K€ CUH-
JIPOM KaK CUHIPOM MHOXECTBEHHBIX TTOPOKOB pPa3BUTHS,
[JIABHBIMU TPU3HAKAMKM KOTOPOTO SIBJISIIOTCST BPOXKIECH-
HbIe TTOPOKM CepAlla M JULEeBble aHOMaIuu. TakuM 00-
pa3oM, elle 10 TeHeTUIECKUX UCCIIe0BAaHNI pa3InMuyHbIe
BapMaHTBl CMHApPOMA Jejelnn 22-i1 XpOMOCOMBI OBLIN
OINMMCaHbl B Pa3HBIX YaCTSIX MUpa. Takke B JMTepaType
MOXHO BCTpeTuTh akpoHUM «CATCH 22», mpenjioxkeH-
Heiii D. Wilson B 1993 1., 00beauHSIIONINI OCHOBHbBIC
npu3Haky aeneuu xpomocombl 22: CA — cardiac de-
fects, T — thymic hypoplasia/aplasia, C — cleftpalate,
H — hypocalcaemia, 22 — chromosome. OnHako aaxe
BCE 9TH MIPU3HAKU He OOBEAMHSIOT BCETO MHOTO00pa3ust
CHMIITOMOB, BCTpevaromuxcs npu cuaapome Ju JIxxop-
mku [6—10].

Ha cerogHsmAmii 1eHb MO KJIACCUIECKUM CHHIPO-
MoM JIu JIKOpIKM TTOHMMAIOT TIEPBUYHOE MMMYHOIE-
(ULMTHOE COCTOsTHUE, TSI KOTOPOTO XapaKTepHBI arjia-
3USI/TUTOTUIA3UsT TUMYyca W TapalldTOBUAHBIX XKeJes,
BPOXJIEHHBII TOPOK CEPALIA U JTULEBbIE Mab(opmaluu.
Oxkoio 90% maureHTOB UMEIOT AeJICHNI0 [EeHTPATbHOTO
ydacTKa IJIMHHOTO Tiieya XxpoMocoMbl 22 (22q11.2) [11].
IMpumedarenbHo, uTo 17% NanyeHTOB ¢ (PeHOTUITHYE-
CKMMM YepTaMu cuHIpoma Jlu JIKOpIKY He UMEIOT Je-
neuu 22q11.2 [12].

ITo maHHBIM JUTEpaTyphbl, YacTOTa BCTPEYAEMOCTHU
neneunu 22q11.2 Bapeupyet ot 1:3000 1o 1:6000 [10, 11].
To ectb B TakoM Meraroiuce, kKak Mocksa (Te 1eTcKoe
HaceJieHWe COCTaBJISIET OKOJIO 3 MITH), MOXHO OXH-
Jatb MUHUMYM 500 MaliMeHTOB ¢ AJaHHBIM CUHAPOMOM.
K coxaneHuto, UCTUHHAs BBISIBIIEMOCTb CUHApoMa Jlu
JI>KOpIKu ropasio HUXe OXKUIaeMO.

Cunraercst, yto okojo 90% neneumit 22q11.2 — aT0
MyTalnK, Bo3HUKIIME de novo, octanbHbie 10% Hache-
IYIOTCSI, IPWYEM T10 JXeHCKOM JTUHUU Yallie, YeM IO MyXK-
ckoii. Ecnu B cembe yxke nuMeeTcsl pe0eHOK C MOATBEPXK-
NEHHOW JeJieleil, TO BepPOSITHOCTb TOCIEAyIoei
nepenayu coctasysieT 50%.

CnencrtBueM JejeliuM yd4acTKa XpOMOCOMBI 22 sIB-
JISIeTC JIOKaJbHasl TTOTepsl TEHOB, YTO BJIEUYET 3a COOOM
neeKT MUTpaluy KJIeTOK HelpalbHOTO TpeOHS M Ha-
pymieHue dopMupoBaHust (apuHreasbHbIX ayr u 11—
IV r1oTOYHBIX KapMaHOB, U3 KOTOPHIX B HOpMe Ha 6-i
Henejie BHYTPUYTPOOHOTO pa3BUTHUS  (POPMUPYIOTCS
TUMYC W TIapallUTOBUAHBIE XeJie3bl. OIHOBpEeMEHHO

GOpMUPYIOTCST aHOMAIMU KPYITHBIX COCYIOB, TMTOPOKH
cepama, YeperrHO-JIMLEBOM nucMopdu3M. Y OOJIBIIMH-
ctBa (y 90%) mopeit ¢ aenenreit XxpoMOCOMBI 22 OTCYT-
CTBYET OKOJIO 3 MJTH TIapHBIX OCHOBAHWI OTHON KOTUK
XpOMOCOMBI 22 B KaXIOW KJIETKe. DTOT ydyacToK 000-
3HaueH Kak ql1.2. Tam comepxurcst ot 30 no 40 reHOB,
HO GOJIBILIMHCTBO ellle MoApOoOHO He onucaHbl. B 8% ciy-
yaeB BCTpevaloTcss 6ojiee KOPOTKUE JIeelUM, KOTOpPhIe
cocTaBisoT 1,5—2 MJIH TIapHBIX OCHOBAaHUU. AKTMBHO
M3y4yalwTCsl TaK HasblBaeMble TeHbI-KaHauaatsl: 7BXI,
COMT, UFDIL, Crkol n psn npyrux, HauboJjee 4acTo
«BBITIAIAIOININE» Y TMAIlUEHTOB ¢ cuHApoMoM [lu JIxop-
mxu. B wactHoctr, ren TBX1 obecrieumBaeT cMHTE3 OeJI-
ka T-box-1, HEOOXOAUMBIH JIJIsT HOPMAJTbHOTO Pa3BUTUS
MBI U KOCTEH Jnia M 1ieu, (GopMUPOBAHUS IIUTO-
BUIHOM M TapaliuToBUIHONM Xene3 [13]. YcranosneHo,
YTO TETePO3UTOTHBIE MYTAIIMM 3TOTO TeHa acCOLMUPO-
BaHbl C HapylleHHeM (OPMUPOBAHUS MarMCTPaTbHBIX
COCY/IOB, 2 TOMO3UTOTHBIE — C TUIOTHATHEW, HU3KOITO-
CaXeHHBIMM YIIaMU, HETOPa3BUTHEM MAaTruCTpaTbHBIX
COCY/IOB, TUMYCa, TTapallUTOBUIHBIX W CIIIOHHBIX KeJie3
[14]. Ten UFDIL yuvactByeT B (DOpMMPOBAHUU Maru-
CTpaJIbHBIX COCYIOB cepana, reH Crkol orBeuaer 3a ¢op-
MHMpPOBaHUE OYTM AOPThI U CIELM(MUUECKUX YepT JULA;
notepst reHa COMT nipuBoauT K TpobsiieMaM B TTOBee-
HUW ¥ HApYIIEHUSM B YMCTBEHHOM pa3Butuu [15, 16].

CymiecTByeT psin Hanboyiee 4acTO BCTPEYAIOIIUXCS
(EHOTUTIMUECKUX MMPU3HAKOB, CBOMCTBEHHBIX OOJBHBIM
¢ cuHapomoM Jum [IKopmku: rotTmyeckoe HebOo, pac-
IIeJTMHA BepXHeTo Heba, TMIepTeI0pu3M, Y3KUil paspes
J1a3, HU3KOIOCAXKeHHbBIE W IUCTIIACTUUHbBIE YIIIH, IITHPO-
Kasl TiepeHocHuIIa, HeOombIIoi por [7].

TMopaxeHus cepala W/MiavM MaruCTPaTbHBIX COCYIOB
nmMeroT Mecto v 80—90% 6GompHBIX. K Hambosmee dacTto
BCTpevarommMcs TopokaM mpu cuHapomMe Ju IxKopmku
oTHocATea Tetpama Majno, coueTaHust neEeKTOB MeEX-
JKEJTYTOYKOBOI TTeperopoaKy 1 MpepBaHHON AYTU aOpPTHI,
MEXCKETyT0YKOBOIM TEePeTOpOaKN UM aTPe3UM JIETOYHOM
apTepuu, OOIIMIA JJETOUHBIN CTBOJ; peXe BCTPEUaroTCs Je-
(eKT MeXTIpencepaHOI TePerOpOaKH, TPAHCTIOZUIINS Ma-
TUCTPaIbHBIX cocynoB u ap. OmHako 20% OGONBHBIX JeTeit
HE UMEIOT IMMOPOKOB CepJeUHO-COCYIUCTOM cucTemsl [17].

K nmpyrmm 9acTo BCTpeyaromUMCs M XapaKTepHBIM
JUTE JTaHHOTO CHHApOMa TIpU3HAKaM OTHOCSITCS TH-
MoKajablMeMusi (BILUIOTb JO CYIOPOXHOTO CUHIPOMA)
W aHOMaJIMM CTPOEHMSI TOPTaHW: paclieTUIeHUue BepX-
Hero Heba (10%) m Bemo-dapuHTeabHas HEIOCTaTOY-
HocTh (30%), KoTopast TIPOSBIISIETCSI CTOMKON THYCaBO-
CTBIO M 3a7epkKoii peueBoro pasutus (80%). Kpome
TOTO, OTMEYAIOT TOJUAAKTUINIO, OTCYTCTBUE HOTITEH,
YIJIMHEHHbIE (hpajaHTY MajbleB, KOXHbIE BHIPOCTHI (17—
19%) [12]. B 6onbimHcTBe ciaydaeB (45—75%) nns ne-
Teit ¢ cuHapomoM Ju JIKOpIKM XapakTepHa 3aiepskKa
¢usnveckoro passutus. Hepenka acconuaumst ¢ pas-
JIMYHBIMUA TIOBEICHUYECKUMU AedeKTaMu: OT CHHApOMa
nedunnta BHUMaHUs (25%) 1o mm3ohpeHn B TTOAPOCT-
KOBOM WJIK B3pocyioM Bo3pacTe [18]. OmucaHbl Takke
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conytcTBytoire aHomanuu LTHC: muenomeHunronesne,
aTrpodust KOpbl, TUTIOTUIa31sI MO3XKeUKa, CyIOpOTH, TJ1a3-
Hag mnarojorusi. Cpeau Apyrux MOpPOKoOB (Urypupyror
MOPOKW PA3BUTHSI MOYEIMOJIOBOW CHUCTEMBbI: TMAPOHED-
po3, arpodwus, pedaoke (30—40%); MOPOKKU pa3BUTHUS
JKeJTyIOYHO-KHUIIIEUHOTO TpaKTa: aTpe3ust aHyca, aHajlb-
Hble puctynsl [12].

ImaBHBINE MpU3HAK, ONMPEACTSIONIUA CUHAPOM
Jdwn  JIxopmxu, TUTIOTUTIA3UsT WJIW aria3usi TUMYyca,
XapaKTepHbBIMA MMMYHOJOTUYECKUMU TTPOSIBIICHUSIMU
KOTOpOW SIBJISIIOTCSI 3HAUMTEJIbHOE yYMEHbIIIEHWE KOJIM-
YyecTBa LUPKYIUpYOmuX T-TMMEOOIIMTOB U CHUXEHUE
ux nposindepatuBHON akTUBHOCTHU. [Ipu 3TOM TUMMYE-
cKasi TKaHb MOXET 3aHMMAaTh 3KTOIMMYECKOEe TTOJI0XEeHNE
(A3bIK, IIMTOBUAHAS XeJjie3a, CpeHee yX0), HO obecrie-
yuBaTh OJU3KYI0 K HOpMaJibHOMY (dyHKIuM0 [19]. Toss-
ko y 0,5—1,0% neteit HabGMOMaeTCS TOJHOE OTCYTCTBUE
T-numdormuToB 1 ucTuHHAs arutasusi Tumyca. OKoJo
10% pnereit ¢ cunapoMoM [du JIKOpIXM HMMEIOT pe3-
KO CHMXeHHBbI ypoBeHb CD4+ (menee 500 B 1 MKI),
2,5% wmnanenueB umetor CD4+ menee 200 B 1 MK
[Tpu aToM konnuecTBO B-mMdo1IuTOB MOXET OBITH JTH0O-
ObIM, a HapylIeHUs TYMOPaJIbHOTO MMMYHMUTETa MOTYT
BapbUMpOBaTh OT CEJIEKTUBHOTO neduiurta IgA no aram-
MarsooymrmHemMnn; 9ucio NK-mmMbonuToB 0OBIYHO ObI-
BaeT HopMaibHbIM [20]. KnuHuyecku mist 00IbITMHCTBA
0osbHBIX ¢ cuHApoMoM [u JIXKopmku XKU3HEYrpoxKaw-
IIK1e OMMOPTYHUCTUYECKUE MHGEKIIMU He XapaKTepHBI,
omHako 7—10% mauueHTOB B JIIOOOM BO3pacTe MOTYT
oosieth TseKeno. [MpumepHo y 1/3—1/4 maimeHToB OTMe-
YaloTCsl PeUUINBUPYIOIINE CUHYCUTHI, CPEIHUE OTUTHI,
OpOHXUTHI M THEBMOHUM. Kak 1 Apyrue nepBUUHbIE UM-
MyHOAE(ULUMTHBIE COCTOSIHUSI, cuHApoM Hdu kopmku
XapaKTepU3yeTCsl CKIOHHOCThIO K ayTOUMMYHHBIM U OH-
Kosiornyecknm 3abosieBaHusiM. Cpenn HauboJiee 4acThiX
OTMEYalOT Pa3UYHbIe LIUTOTIEHUN (TPOMOOIIMTOIEHUSI,
HEUTpOTIeHUsI BIUIOTH JO arpaHyjaollMTO3a), BOCIAJIM-
TeJIbHbIE 3a00JieBaHMS KullleyHuKa (0ose3Hb KpoHa, He-
crnennUIeCKuid SI3BEHHbBIN KOJIUT), I0OBEHWJIbHBIN peB-
MaTOMIIHBIN apTPUT, caXapHblii AUA0ET, ayTOMMMYHHBI
tupeounut [10]. XapakrepeH BBICOKUII PUCK pPa3BUTUS
B-xnerounsix tmmdbom [21].

C 1uenblo Jydiero BoisiBieHUs: cuHapoma du JIxxop-
mxky  EBponeiickuM  0OIIeCTBOM MMMYHOAE(PUIIUTOB
(ESID — European Society for Immunodeficiencies)
ObUIM TPEITOXEHBl JOCTOBEPHBIE, BEPOSITHbIE W BO3-
MOXHBIE Kputepuu auarHoctuku [10, 16]. K gocTosep-
HBIM KPUTEPUSIM JIJIS YCTAHOBJICHMST AMarHo3a CUHIpoMa
Jwn JIxxopaxu oTHOCAT cHukeHue ypoBHs CD3+ kieTok
meHee 500 B 1 MKJT 1 coueTaHue IByX U3 TPeX MPU3HAKOB:
KOHOTPYHKAJIbHBII TTOPOK Cep/Ilia, TUITOKAIbILIMEMUST 00-
Jiee 3 He, Tpedyrolas KOppeKIrU, 1 JIeIelns XpOMOCO-
Mbl 22 — del22ql11.2. BeposiTHble TIpU3HAKU CUHIpPOMA
Hwn Ixxopmxku — cHukeHue ypoBHst CD3+ kjeTok MeHee
1500 B 1 Mk n geneums XxpoMocoMbl 22. K BO3MOKHBIM

OPUINHAJIbHBIE CTATbU nyJibMOHOJ10rnsi

npuszHakaMm cuHapoma Jlu JIXKop/ku OTHOCST CHUXKEHUE
ypoBHst CD3+ xirerok meHee 1500 B 1 MKJT B coueTaHUMN
C XOTsI OBl OTHUM U3 TIEPEUUCIICHHBIX TTPU3HAKOB: TTOPOK
cepua, TUIoKaabliimeMust 6oJiee 3 He, TpeOyrolas Kop-
peKILNU, TMCMOp(rUIeCcKre YEPThI JUIIA WM aHATOMUYE-
CKMe HapylIeHUsI BepXHero Heba.

TakTrka JiledeHUS] TALIMEHTOB C CHUHAPOMOM
Hu JIxopmku omnpenensercss MHIMBUAYaTbHO C YYETOM
OCOOCHHOCTEN KIMHUYECKMX U HWMMYHOJIOTUYECKUX
nposiienuit [6, 10, 22]. JIis MalMeHTOB TEPBLIX Me-
CSILIeB XXU3HU Ha MEpPBbIN TJIaH BBIXOAUT CTAOMIM3ALIMS
CepAeUYHOI NEesTebHOCTU M YPOBHS KasIbIWS; JUISI TMa-
LIMEHTOB JIIOOOTO BO3pacTa ¢ KJIMHUKOW MMMYyHOaehU-
1IUTa aKTyaJlbHOW CTAHOBUTCSI 3aMECTUTEbHAsI Tepariusi
BHYTPUBEHHBIMU UMMYHOTJIOOYJIMHAMU, MPoQUIaKTUKa
ITHEBMOLIMCTHOM TTHEBMOHUM, TPUOKOBBIX U APYTMX WH-
(eKIMOHHBIX 3a0oyieBaHMi. Psiy manueHToB TpeOyeTcs
JIeueHUe COMYTCTBYIOIIUX OTKJIIOHEHUI (XUpypruueckast
KOPPEKIIMs MPU HApYIIEHUU TJIOTaHUsI, Teparusi ToOpMo-
HOM pocTa, IMpUeM TIperapaToB Kaiblius U BUTaMuHa D).

Ilpu rnybokoii numdorieHnn TokazaHa crierudu-
yeckasi UMMYHOTEparusi: repecajaka TUMyca WJId KyJib-
TUBUPOBAHWE UM UMIUIAHTUPOBAHMWE TOCTHATAIbHOMN
TUMUUYECKOW TKAHM B YETHIPEXTJIaBYyIO MBIIIIY Oempa.
Ilpu srom mombop mo HLA-cucreme He oOsizaresieH,
a pyHKIIMOHAIBHO aKTUBHbBIEC T-TUMQMOLMTHI TTOSIBIISTIOT-
cs1 uepe3 3—4 mec mocie TpaHcTIaHTauu [23].

ITporuo3 nipu cunapome Ju JIKopmku ompenenser-
csl HaJIMYMEM WHAWBUIYaJbHOTO CHUMITTOMOKOMILIEKCA
Yy KaXJI0ro KOHKPETHOTO TaliueHTa. [JTaBHbIM MpPOTHO-
cTudeckuM dakropoM 1ipu cuHapoMe Jdu JIxkopmku siB-
JISIeTCSl HaJM4ure BPOKIEHHOTO TOpoKa cepila U o0bem
HEoOXOMMOTO ONEepPaTUBHOTO BMEIIATeJIbCTBA JIJISI KOP-
pekuuu. Tak, cpeau MalueHTOB C TSKEIbIM COTYTCTBY-
IOIIMM MOPOKOM CepALla YDPOBEHb CMEPTHOCTU B TEUEHHUE
1 Mec xu3HM cocTaBsieT 55%, B TedeHue 6 MEC KU3HU —
86% [7, 12]. Ha BTOpOM MecTe CTOAT ayTOMMMYHHBIE 3a-
OosieBaHUSI U TSKeJble MH(EKIMOHHBIE OCIOXHEHUS,
BO3HUMKAIOIIIME BCIEACTBUE TSKEIOTO UMMYHOASDUIIUT-
HOTO COCTOSIHUSI Ha TMPOTSIKEHUU BCEl KM3HU TalieH-
Ta. B 1IKOIbHOM BO3pacTe M cTapille HeMaJOBa>KHbIM
B OIpeAesIieHNM XKW3HEHHOTO MPOrHO3a ISl TallMeHTOB
¢ cunnpomoM du JIxkopmku sIBisieTCsl HaJIMuKMe TCUXO0-
9MOLMOHATBHBIX HapyIlIeHU [24].

Takum oOGpa3om, NPUBENEHHBI KIMHUYECKUI TPU-
Mep pebeHKa C MOoATBEPXKIeHHBIM cuHApoMoM Jlu [Ixkop-
JIKW HaTJISITHO IEMOHCTPUPYET TPYAHOCTD TUArHOCTUKH,
HEOoOXOMMOCTh TIIATEJIbHOIO UMMYHOJIOTUYECKOTO 00-
clleIOBaHUST JeTell C aTUIIMYHO TSKEIbIM M 3aTSIKHBIM
TeYEHUEM PEeCTUPATOPHBIX 3a00JIeBaHNI, CTOMKUMU W3-
MeHeHUussMU B Jierkux. CBOEBPEeMEHHO YCTaHOBJEHHBIN
IMarHO3 W OITUMAaJibHasl JieyeOHasl TaKTUKa SIBJISIIOTCS
3aJI0TOM CTaOMIM3AlMU COCTOSIHUSI TaKMX TAllMEHTOB
U OTCYTCTBUSI TIPOTPECCUPOBAHUST MOPAXKEHUSI OPOHXO-
JIETOYHOI CUCTEMBbI U APYTUX OPraHOB-MUIIICHEH.

(Kongauxm unmepecog ne npedcmaenen)
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OPUINHAJIbHBIE CTATbU nyJibMOHOJ10rnsi

PemmnuBupyionas o0CTpyKuusi OPOHXOB M OPOHXHAJIBHAS ACTMA Y JieTeid MepBbIX MATH JIeT
JKU3HH

H.A. Hsanosa
BoeHHO-MeauumHckas akagemus nm. C.M. Kuposa, CaHkTt-IMNeTepbypr, Poccus
Recurrent bronchial obstruction and asthma in children during the first five years of life

N.A. Ivanova

Kirov Military Medical Academy, Saint-Petersburg, Russia

Bbicokast yacToTa penuauBupymoleil 00CTPYKUMU OPOHXOB y JeTeil paHHEro M JOMKOJBHOrO BO3pacTa 00YC/IOBJEeHA KaK MOp-
(o yHKIMOHAIBHBIMH OCOOEHHOCTSIMH PECHHPATOPHOTO TPAKTA Y JeTeil JAHHOI BO3PACTHOW IPYNNbl, TAK U BBICOKOI 4aCTOTOI
OCTPBIX pecnupaTopHbIX MH(eKuuii. [narHocTUKa OPOHXHAIBLHOI ACTMBI Y JeTeil 10 MATH JieT NPeACTaBiseT 00beKTHBHbIE TPYAHO-
ctu. He y Bcex nereii ¢ peluanBUpyoiieii BAPDYCHHIAYIMPOBAHHON 00CTPYKIMEi pa3BUBAETCS B JajIbHEIIeM OPOHXHAIbHAS ACTMA.
Tem He MeHee MCNOJIb30BAHME AHAIM3A CEMEHHOTO U JUYHOTO AJIEPTrOIOTHYECKOro AHAMHE3a, 0CODEHHOCTel KIMHUYEeCKHX Mpo-
sIBJIeHUil 3200/1eBaHNsl, OTBETA HA MPOTHBOBOCHAIUTEILHYIO Tepanuio (NP HAIMYMM NOKA3AHWIi) MO3BOJIsIeT YCTAHOBUTD AUATHO3
OPOHXHAJIBHON ACTMBI B JTIOOOM BO3pACTe M HA3HAYMTH OA3MCHYIO TEPANMIO B COOTBETCTBHH CO CTENEHbIO TSKECTH 3200J1eBAHMS.

Karouegvte caosa: demu do namu nem, peyudugupyioujas 00cmpyKyus 6poHxoe, OpOHXUANLHAS ACMMA.

Ans umtupoBaums: VisaHoBa H.A. PeuvansupyroLas 06CTpykLms GPOHXOB 1 BPOHXMasIbHAs acTMa y AeTel NepBbiX Nt 1eT XnU3HW. Poc BECTH ne-
puHaton v neauatp 2016; 61: 5: 64-69. DOI: 10.21508/1027-4065-2016-61-5-64-69

The high rate of recurrent bronchial obstruction in toddlers and preschoolers is due to both the morphofunctional characteristics
of the respiratory tract in these age groups and the high incidence of acute respiratory infections. The diagnosis of asthma presents
objective difficulties in children aged less than 5 years. Not all children with recurrent virus-induced obstruction can further develop
asthma. Nevertheless, an analysis of a family and personal history of allergy, the clinical manifestations of the disease, and a re-
sponse to anti-inflammatory therapy, if indicated, can diagnose asthma at any age and use basic therapy in relation to the severity

of the disease.

Keywords: children less than 5 years of age, recurrent bronchial obstruction, asthma.
For citation: Ivanova N.A. Recurrent bronchial obstruction and asthma in children during the first five years of life. Ros Vestn Perinatol i Pediatr 2016;
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B rnocJyieIHee JeCSTUJIeTHE OIMyOIMKOBAaHbBI PeE3Yb-
TaTbl MHOTOUMCJIEHHBIX HMCCJIEOBaHUI, B KOTOPBIX
00CYX/Iat0TCSI  BOTIPOCHI JIUMArHOCTUKU OpPOHXMAIBHOM
acTMbl y JIeTeil 10 5 JIeT ¢ peluaMBUpPYIOlIeil 00CTPyK-
el OpoHXOB, BO3HUKaWIIEH Ha (DOHE BUPYCHOW pe-
cniupatopHoii uHGekiun. MHTepec K 3TOMy BOIpOCYy
BbI3BaH TIPEXIe BCEro TeM, YTO TMPU BBICOKON pacripo-
CTPAaHEHHOCTH PeLUAMBUPYIOIIEi 0OCTPYKIIMM OPOHXOB
y JleTeli JTaHHOW BO3pacTHO rpynrsl [1] ¢ropmupoBaHue
OpOHXMAJIbHOI acTMBI B OoJiee cTapilieM BO3pacTe IMpo-
WCXOIUT He y Bcex mamueHToB [2, 3]. Tem He mMeHee nua-
TrHO3 OpOHXMATBLHOM aCTMbI MOXET U JIOJIKEH OBbITh yCTa-
HOBJIEH B JIIOOOM, Jaxke paHHEM BO3pacTe, €CIv Y Bpaua
UMEIOTCS KIIMHUKO-aHAMHECTUYEeCKUE U JTabopaTopHbIe
MPU3HAKW, TTOATBEPKIAIOIINE TUATHO3.

Onpepaenexve, 3TUONIOrUS U NaToreHes
BUPYCUHAYLMPOBaHHOW 006CTPYKLUN OPOHXOB
y AeTen AOLUKONIbHOro BO3pacTa

B aHrnosi3plaHOM nuTEpaType sl 0003HAUYEHUST CO-
CTOSTHUS 3aTPYTHEHHOTO JIbIXaHUs y AETeH UCIOJIb3YeTCsI
TepMUH «wheezing» — cBucTsiee apixaHue. [TockonbKy

© MBaHoBa H.A., 2016
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JNAHHBI TEPMUH YacTO TPAKTyeTCcsl HEOJHO3HAYHO,
B ERS TASK FORCE [4] u B pabote A. Bush u coasT. [5]
JaHbI CJEAYIOle XapaKTepUCTUKU «wheezing»: wheeze
(CBHUCT) — BBICOKOUYACTOTHBIN 3BYK, CJBIIIUMBIN Ha BbI-
noxe (MHOTIAa W Ha BAOXE), B Psjie CAyvyaeB C ydyacTHeM
BCIIOMOTATENbHOW NIbIXaTeJbHOW MYCKYJATyphl, KOTO-
pBIl SIBJSIETCST PE3yJIbTaTOM CyKeHUs1 OpoHXoB (intra-
thoracic airways). [TonTBepxxaeHHOe BpauoM CBUCTSIIIEE
NbIXaHWE [OKa3blBAET HalWuyue OOCTPYKUMU HUXKXHUX
IbIXaTeTbHBIX TTyTel [6]. JaHHBIe ompeaesieHUsT BIOJI-
HE COOTBETCTBYIOT TEPMUHAM «OOCTPYKIMSI OPOHXOB»
U «OPOHXOOOCTPYKTUBHBIA CHHAPOM», HMCIIOJb3YeMbIM
B OT€UECTBEHHOI MeANaTPUM.

BpoHX00OCTPYKTUBHBIN CUHIPOM (MW CUHIPOM
OpPOHXMAIBHOW OOCTPYKIIMM) — CHUMIOTOMOKOMIUIEKC,
CBSI3aHHBIIA C HapyllIeHUEeM TMPOXOJUMOCTU OpPOHXOB
(GYHKIIMOHAIBHOTO WJIA OPraHUYECKOTO MPOUCXOXKIE-
Husl. He dBisisicb caMOCTOSITENIbHON HO30J10TUYECKO
¢dopmoii, GPOHXOOOCTPYKTUBHBII CUHAPOM MOXET CO-
MYyTCTBOBAaTb MHOTUM MAaTOJIOTUYECKUM COCTOSTHUSIM [7].

OCHOBHBIE KOMIMOHEHTbI OOCTPYKIIMM MpPU MHGDEK-
IIMOHHOW 3THUOJIOTUM  OPOHXOOOCTPYKTUBHOIO CHUH-
IpoMa — OTEeK CJU3UCTO 000JOYKM OpPOHXOB, BOC-
nanuTenbHass WHOUIBTpAIMs, TUNEPCEKPELUsT CIU3H,
nucToHus 6poHxoB. Cria3m MIaaKoi MyCKyJIaTypbl OpOH-
XOB BbIpaxk€H B MEHbIIIEH CTENeH!, YeM TP 000CTPEeHU N
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aTOMUYECKON OPOHXUATbHOW acTMbl. 3HAUMMOCTb KaX-
JIOr0 KOMIOHEHTA Y KOHKPETHOTO 0OJIbHOTO pebeHKa 3a-
BUCUT OT 3TUOJIOTUM 3a00JieBaHUSI U MHIWBUIYaTbHBIX
0COOEHHOCTEN pEaKTUBHOCTH.

OO0parumasi O0CTPYKIIMSI OPOHXOB — OTPEACSIOIIN I
KJIMHUKO-(PYHKIIMOHATBHBIN TIPU3HAK OPOHXUATLHOMN
acTMbI y neteil. DyHKIIMOHANMBHBIE (00paTUMBIE) Mexa-
HU3Mbl OOCTPYKIIMM BO3HUKAIOT MIPU OCTPOM MPOCTOM
U OOCTPYKTUBHOM WH(EKIIMOHHOM OPOHXMTE, OIHAKO
KJIMHUYECKYIO 3HAUMMOCTb BbIPAXXEHHOCTb OOCTPYKIIUU
OpOHXOB TIpHOOpeTaeT TpHU OOCTPYKTUBHOM OpPOHXM-
Te, KOTJa CTeNeHb 3aTPyJHEHUsI MPOXOXIEHUsI BO3ayXa
Ha BBIIOXE MPUBOIUT K MOSIBJICHUIO CBUCTSIIIINX XPUTIOB,
YYaCTHIO BCIIOMOTATENbHOM MYCKYJIATyphl U yTpo3e pas3-
BUTHS IBIXaTeJIbHON HETOCTATOYHOCTH.

J71s1 GOJBIIMHCTBA MAILMEHTOB PAHHETO U TOIIKOJb-
HOTO BO3PacTa OCHOBHBIM MPOBOLIMPYIOIIUM (DaKTOpoM
BO3HUKHOBEHUSI OPOHXOOOCTPYKTUBHOTO CUHAPOMA SIB-
JISIIOTCSI BUPYCHbIE MH(MEKIIUU, pexe — BUPYCHO-0aKTe-
puasibHble accouranuu. OCHOBHBIMU BO30YIUTEISIMU
BUPYCHBIX PECITUPATOPHBIX WHMEKINA, ST KOTOPBIX
XapaKTepHO BO3HUKHOBEHWE JAHHOTO CUHApPOMA, CUU-
tarotcst: puHoBupychl (RHV) C- u D-ceporunos, ane-
HoBUpyCc (AdV), uesnoBeueckuii MeETANTHEBMOBUPYC
(HMPYV), xoponosupycsl (HCoV-NL63, HCoV-229E,
HCOV-0C43), 6okaBupyc (HbOV), Bupyc maparpurnmna
(hPIV). PecniuparopHo-cuHTULIMaANbHBIN BUpyc (RSV)
urpaet O00JbIIIYI0 POJib B BOSHUKHOBEHUN OCTPOTO OPOH-
XUOJINTA Y €T MepBbIX MECSIEB XU3HU. Y eTelt cTap-
me 3 jet B 10—40% ciyyaeB OCTpBIN OOCTPYKTUBHBIN
OPOHXWUT BbI3BaH Mycoplasma pneumonia, a B 27—58% —
Clamydophila pneumonia |7, 8]

CoBpeMeHHble NpeAcTaBieHUs 0 BapuaHTax
peunaueupytoLeit 06CTpyKLMn GPOHXOB Yy AeTel
Ao 5 net

B nocnenneit penakuuu Global Strategy for Asthma
Management and prevention Reviset 2014 . [1] u B py-
KOBOJCTBE [JIs1 Bpayeil 1O JIeYEHUI0 W MpodUIaKTHU-
Ke OpOHXMaJIbHOI acTMBbI y AeTeit 1o 5 et [9] BrepBbie
3a BCIO MCTOPHUIO TMyOJMKAIIMA 3TOTO JTOKYMEHTa yese-
HO 0oJibllloe BHUMaHUE KiacCU(PUKAIMM U TIPOTHO3Y
pelMINBUPYIONIEH OOCTPYKIIMM OpOHXOB Y JeTeil 3Toi
BO3PACTHOM TPYIIbI, AWArHOCTUKE M OCOOEHHOCTSIM
Tepanuyu OpOHXWAJIbHOW acTMbl Y JeTeil MOUIKOJIbHO-
ro Bospacta. [IpemiiecTByloliue AaHHOMY JOKYMEHTY
Ki1accuduKaluuu TarrepHoB ((EeHOTUIIOB, BapUaHTOB)
pelMaANBUpPYIOIIEH 0OCTPYKIIMM OPOHXOB ObUIM OCHOBa-
HBI Ha peTPOCTIEKTUBHOM aHaJIM3€e UCXO/IO0B 3a00JIeBaHUSI
[10] m mpencTaBisarOT O€3yCIOBHBIN MHTEPEC MIJIsI OLIEHKN
¢akTopoB pucka (popMrupoBaHUS OPOHXNATBHON aCTMBbI.
OpnHako niepes jevaliuM BpauyoM CTOUT TPYIHOpa3peI-
Masl 3a/1aua OrpeesieH!s] IMarHo3a U TaKTUKU BeJACHMSI
KaXJ10T0 KOHKPETHOTO TMalieHTa 10 TOTro, KaK OH Iepeii-
net B 0oJiee cTapIylo BO3pacTHYIO rpyrimy. B HacTosiiee
BpeMsI pEKOMEHJIOBaHO pas/esieHue MalMeHTOB C PelM-
NUBUPYIOIIEN OOCTpYKIIMEeld OpOHXOB Ha JIBE TPYIIIbI:

SMU30AMYECKass BUPYCHHIYLIMPOBAHHAsST OOCTPYKIIVS
OPOHXOB M MYJBTUTPUTTEPHAsT OOCTPYKLIMS [1].

IIpu ucrnonb3oBaHUM JAaHHOU KaccUUKALUMU Clie-
JyeT UMeTh B BUIY, YTO TpeACTaBieHHbIe BApUAHTHI pe-
LUAMBUPYIOIIEH 0OCTPYKIIMU OPOHXOB Y JIeTeli paHHEero
BO3pacTa He SBISIOTCS OKOHYATEIbHBIM TUarHO30M,
a TIO3BOJISTIOT TOJTBKO OMPEAESIUTH TePareBTUIECKYIO TaK-
TUKY Y KOHKPETHOTO OOJIEHOTO pebeHKa B ONpeIeIeHHOM
Bo3pacte. BzaumoseiicTBue HacienCcTBEHHBIX (PaKTOpOB
¥ (haKTOPOB BHEITHEW CPeIbl MOXKET BIUATH HAa YaCTOTY
W TSDKECTh SMU30J0B OOCTPYKIIMU, U CO BpeMEHEM pe-
OCHOK C BMU30IMYECKO BUPYCUHAYLUMPOBAHHON 00-
CTPYKIIMEN MOXET TMepeiTH B TPYIIY MYJIBTPUTTEPHOM
obcTpykumu 1 HaobopoT. Hanpumep, us 109 aereii ¢ pe-
LUAMBUPYIOIIEH OOCTpyKIIMeil, KOTopble HaOII01aInuCh
B TeUEHME TO/Ia, TOJIbKO 46% He U3MEHWIN TTPUHAUIEK -
HOCTh K UCXOIHO OTIpee/icHHOM Tpytine; 32% mepenui
B TIpoliecce HaAONIOACHUS W3 TPYIIBLI SMU30INIECKOM
B TPYIIIY MYJBTPUTTEPHON OOCTpyKumMu, a 31% nerteit
C MYJBTPUTTEPHOI OOCTpPYKIIMEi yepe3 roj Hab o IeHUS
OBITM paclieHeHbl BpayaMy KaK MalleHThI ¢ SITU30IuYe-
CKOI BUPYCUHIYLIUPOBAHHOM 0O0CcTpyKItneit [11].

Lenbto uccnenonanus L. Kappelle u P. Brand (2012 1)
[12] 6bUTO OompeneneHne YacToThl (popMUpPOBaHUSI OPOH-
XMAJIbHOM acTMBI y JIeTell ¢ BUPYCUHIYLIMPOBAHHOMN 00-
CTpyKIIMel OpOHXOB, BOBHMKAIOIIEI B Bo3pacTe 110 4 JeT.
Jlo BKITIOYEHUS B MCCIIeAOBaHWE TALMEHTBI TTepeHeCTn
oT 3 10 8 BMM30I0B BUPYCUHAYLIMPOBAHHON OOCTPYK-
uuu. HabmromeHue 3a JeThMU TIPOAOJIKAIN 10 BO3pacTa
5—10 net. K xoHIly HabmoneHus y 66,7% ObLT yCTaHOB-
JIeH OUarHo3 OpOHXWalbHOW acTMbl, a y 33,3% mnauu-
€HTOB CUMIITOMBI OOCTPYKLIMM OTCYTCTBOBaJd. TO €CTh
MPpU BOBHUKHOBEHWU YaCThIX, TSIXKEJbIX SITU30I0B BUPY-
CUHIYIIMPOBAHHOW OOCTPYKIIUM UMEETCSI BRICOKHMI PUCK
(GopMUpPOBaHUS OPOHXMATBHOM aCTMBI.

Anusoauyeckas BUPyCMHAYLMPOBaHHasA 06CTpyKumS

OTHeceHne pebeHKa K TPYTITe SMU30AMIeCcKOM BUPYC-
WHIYIIUPOBAaHHOM 00CTPYKITNU BO3MOXKHO TIPY COOJTIOIEe-
HUU CJIEIYIOIINX YCIOBUM:

* KIWHUYECKHE TPOSBICHUS OOCTPYKLIMU OpOHXOB
BO3HUKAIOT TOJIBKO Ha (DOHE OCTPOTO PeCIMpaToOpHO-
ro 3a00JIeBaHUS;

*  MeXIy SIMU30JaMHU PEeCTMPaTOPHON WHMEKIMN HEeT
KIMHUIECKUX TTPU3HAKOB HeCTIeITMMDIUECKON THTIep-
PEaKTUBHOCTA OPOHXOB (BO3HUKHOBEHUS CBUCTSIIIIC-
IO IBIXaHWSI W CTIACTUYECKOTO Kalllisl Tpu (hr3nde-
CKOU Harpy3Ke, pe3KuX 3araxax, Irade, CMexe);

*  3MU30[bI HE YacTbie (2—3 B ron1), IIUTEIbHOCTD 3200~
JieBaHMSI He Ooutee 10 nHei;

*  KYNMUpOBaHUE KaXKIOro oOOCTPEHUsI He TpedyeT nc-
MMOJTb30BAHUST WHTATSIIMOHHBIX TIIOKOKOPTUKO-
CTepPOWIOB;

* CceMeWHBII aHaMHe3 He OTSITOIIEH TI0 aJITIePTIIeCKUM
3a00JIeBaHUSIM;

* ypebeHKa HeT KITMHUKO-aHAMHECTUUECKUX TPU3HAKOB
AIEPTUYECKOTO PUHUTA U aTOMTMIECKOTO IepMaTHTa.
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MopdodyHKIIMOHAIBHBIE OCOOEHHOCTH JIbIXaTeJb-
HO CHCTeMBbI, TIpe/ipacroiaraolime K BOSHUKHOBEHUIO
OOCTPYKIIMM, UMEIOTCS Y BCEX JeTell paHHero Bo3pacra.
Tunepruiasust xene3ucToit TKaHU, TUTIEPCEKPEeLus Clv-
31, OTHOCUTEJILHO TOJICTasl, phIXjasi, TUIeppeakTUBHAs
ciu3ucTas 000j04Ka OpOHXOB M OTHOCHUTEJIbHAS Y30CTh
NIBIXaTeJIbHBIX IMyTel OOBSICHSIOT O0Jiee YacToe, YeM y Jie-
Teil cTapiiero Bo3pacra v B3pOCJIbIX MAallUEHTOB, BOZHUK-
HOBeHME OOCTPYKLIMU Ha (hOHE BUPYCHOU HMHMEKIIMU.
Tem He MeHee snum3omMuUecKasi BUPYCUHAYLIMPOBAHHAs
00CTpYKIIMS pa3BUBaeTCs TpUMepHO y 1/3 neteit paHHero
BO3pacTa MpUu CXOTHOM 3TUOJIOTUU OCTPHIX peCIIMpaTop-
HBIX MH(EKIUA. DTU AlMEHTHI, BEPOSITHO, UMEIOT JIMOO
npeapacriojioxXeHue K (hOpMUPOBAHUIO OPOHXMAIBHOM
acTMBI, MO0 Ipyrue WHAWBUIYaTbHBbIE OCOOEHHOCTHU
pPeakTUBHOCTU (3KCCyIaTUBHO-KaTapaJibHbIN U JinMpa-
TUYECKUIA TUTIBI KOHCTUTYIIMM, KIMHUYECKUE MTPU3HAKU
HenndhepeHIMPOBAHHON AUCIUIA3UM COEAMHUTEIHHOM
TkaHun) [13]. Bo3MOXHBI BapuaHThl COYETaHUs UHIUBU-
IlyaJIbHbIX OCOOEHHOCTE! peakTUBHOCTU Y pedeHKa paH-
HEro Bo3pacTta ¢ OpOHXOOOCTPYKTUBHBIM CUHIPOMOM.

Kypenue marepu Bo BpeMsi GepeMEeHHOCTH, KOpMIIe-
HUS TPYIblO, TTACCUBHOE KypeHWEe B paHHEM JIETCTBE SIB-
JISIIOTCS JOKa3aHHBIM (haKTOPOM pUCKa BO3ZHUKHOBEHUSI
00CTpPYKIIMY OPOHXOB TPHU JTFOOBIX TPUTTEPHBIX (paKTOpax.
IMon BAMsHMEM TabayHOTO IbIMA TPOUCXOAUT IECTPYK-
LIUST BMUTENUST OPOHXOB, TUINEPTPOdUST OPOHXMATBHBIX
CJIM3UCTBIX XeJie3, HapyllaeTcsl MyKOLWJIMAPHBIA K-
pPEeHC, 4TO MpeapacroiaraeT K BOSHUKHOBEHUIO 00CTPYK-
1IUY TIPY BUPYCHOM pecriupaTtopHoit nHbekuuu [14].

Tepanus nanueHToOB ¢ 3NMNU30INYECKON BUPYCHHIYIIMPO-
BAHHO# 00CTpYKIMeEi 10/KHA ObITh KOMITJIEKCHOM € yue-
TOM BceX (PaKTOpOB pucKa BOBHUKHOBEHUsI 000CTpEeHUIA
3a0oseBaHusl. HeoOXoaMMo WCKIIOYEHME IMacCUBHOTO
KypeHusi, Oojiee TO3MHEEe HavyaJlo TOCELIeHUs JTETCKO-
TO JIOIIKOJBHOTO YUYPEXACHMSI, KOPPEKIIMs BO3MOXKHBIX
ne(UIIMTHBIX COCTOSTHUM, BaKIMHALIMSI TI0 KaJeHAapro
MPUBUBOK WIU TI0 WHAWBUIYaJTbHOMY TUIaHY, UMMYHO-
MOJIYJISILIUSI C UCTTOJIb30BaHMEM Oe30TIacCHBIX TTPErapaToB
C JIOKa3aHHBIM MEXaHU3MOM JIEUCTBUS C LIEJIbI0 CHUXE-
HUS YaCTOThI PECTTMPATOPHBIX MH(PEKIINTA.

IIpenapatamu BBIOOpa IIpU OOOCTPEHUM SITU30IM-
YeCcKOW BUPYCHMHAYLIMPOBAHHON OOCTPYKIIMU SIBJISTIOTCS
KOpOTKojielicTByolI1e B,-aroHuCTh. Borpeku pacnpo-
CTpaHEHHOMY MHEHMIO O HU3KOW YYyBCTBUTEJIHHOCTHU
JeTell paHHeTo Bo3pacTa K 3TUM Tperaparam, J0Ka3aHo,
YTO y MJIAICHIIEB C POXICHUSI UMEIOTCSI (DYHKIITMOHUPY-
touye B,-afpeHOPELETPOPbl U UX CTUMYJIALMS TTPUBO-
IIUT K TAKOMY XK€ KJIMHU4YecKoMY 3 (eKTY, KaK U 'y AeTeit
Oosiee crapiiero Bo3pacta. OgHAKO y HEKOTOPBIX Mila-
NIeH1IeB (BO3MOXHO, C AUCTOHUEN OPOHXOB WJIK TIPU He-
o0paTuMoli OOCTPYKIIMM) Ha TIpernaparbl 3TOW TPYTIIbI
BO3HUMKAET TMapagoKCcalbHbI TepaneBTuUYecKuii apdexr
[15]. HasHaueHne KOPOTKOAEHCTBYIOIIMX [3,-arOHUCTOB
per 0s He peKOMEHIYeTCsI U3-3a MeUIEHHOTO Havasia e -
CTBUSI U OoJiee BhIpAXKEHHBIX, YeM TPU UHTAJISIIIMOHHOM
BBEJIEHUM, CUCTEMHBIX HeXeJaTeabHbIX 3PdeKkToB [16].

OPUINHAJIbHBIE CTATbU nyJibMOHOJ10rnsi

ITpu BBIpaXXeHHBIX CUMIITOMaX OPOHXOOOCTPYKTHUBHOTO
CHHIpOMa TTOKa3aHO Ha3HaUYeHWe WHTAISIIMOHHBIX TJTI0-
KOKOPTUKOCTEPOUIOB 1O KYMUPOBAHUS OOCTPYKIIWM.
JnuTeapHOEe NMPUMEHEHWE WHTASIMOHHBIX TIIOKOKOP-
TUKOCTEPOUIOB JETIM C SIMU30ANYECKON BUPYCUHIY-
LIMPOBAHHOW OOCTpPYKIMEl He TMMoKa3aHO, MOCKOJIbKY
He CHMXKAeT Y4acTOTy OOOCTpeHMII M He TpenoTBpaliaetT
dopMUpoBaHre GPOHXUATBHOM ACTMBI B IIKOJILHOM BO3-
pacre [17, 18].

V OonbIIMHCTBA AETEH ¢ SMU30ANISCKIM OPOHX000-
CTPYKTUBHBIM CUHIPOMOM YaCTOTA SMU3010B CHUXKAETCS
U TIOJTHOCTBIO Mcue3aeT K 4—6 rogam, HO y psiaa GOJBHBIX
MPOCJIeKNBAETCS BOSHUKHOBEHNE OOCTPYKIIMK OPOHXOB
TOJIbKO TMPHW BUPYCHON MHMEKIIMA U B ITKOJbHOM BO3-
pacte. Kak yka3bIBasoch paHee, y 4aCTH TTalIMEHTOB (hop-
MUPYETCSI MYJBTUTPUTTEPHASI OOCTPYKIIMSI I C BO3PACTOM
pa3BUBaeTCs CEHCMOMIM3aIus K aspoajuiepreHam [19].

MynbTuUTpUrrepHas 06CTpyKLMa U ANArHoCTUKA
6GpOoHXMaNbHOI acTMbl Y AeTel JOLIKOJIbHOrO
BO3pacTa C peuuanBupyioLleil 00cTpykumnei
OGpoHxoB

ITpu MyABTUTPUTTEPHOI OOCTPYKIIMM OCHOBHBIM
MPOBOLIMPYIOIIUM  (paKTOPOM  OPOHXOOOCTPYKTUBHO-
ro CHHApOMa TaKXe SIBJISIETCSI OCTpasi pecryparopHasi
WHMEKIMS, HO, B OTJWYME OT BMU30ANYECKON BUPY-
CUHIYLIMPOBAHHON OOCTPYKIIMU, y IE€TE STOI TpyTIIbI
WMEIOTCST TIPU3HAKKU HeCTIelMDUIeCKONM TUTIeppeakTUB-
HOCTM OPOHXOB: BOBHUKHOBEHWE CBHUCTSIIETO JTBIXaHUS
M CMacTUYeCKOro Kalulsd Tpu (DU3NIeCcKOU Harpyske,
pe3Kux 3araxax, Ijiade, cMexe, pe3Koil CMeHe TeMmIie-
paTypbl Bo3myxa. DTMU30bl OOCTPYKIIMM OoJjiee JacThbie
" TsoKeJble. YacToTa v TsKeCTh GPOHX000CTPYKTUBHOTO
CUHIpOMa — 3TO ONpeaessiionnii ¢pakrop pucka ¢op-
MUPOBaHUS OPOHXMAJLHOM acTMbI B 0oJjiee CTapleM
Bo3pacte [20].

Ecnu y pebeHka ceMeiHbIiI aHaMHE3 He OTSTOIIeH
1Mo OpOHXMABHOM acTMe 1 IPYTUM aJlJIEpTUuecKuM 3a00-
JIEBaHUSAM, Y HETO HET KIIMHUKO-aHAMHECTUIECKUX TTPH-
3HAKOB aJIJIEPTUYECKOro PUHUTA U aTOMTMYECKOTO JiepMa-
TUTA, HE TIOATBEPXKIEHA CEHCUOMIU3AIINS K 9K30T€HHBIM
ajutlepreHaM, TO MOXHO TIPEANOJIOXUTh, YTO NaHHBIE
KJIMHUYECKUE TIPOSBIECHUST COOTBETCTBYIOT BUPYCHH-
OYUUPOBAHHOMY (DEHOTHUITY OpOHXMAIBHOM  acTMBI.
ITpy MyJTBETUTPUTTEPHOIN OOCTPYKIIMA WHTEPMUTTUPYIO-
W€ W IJTUTENbHbIE KYPChl WHTAISIIIMOHHBIX TJIOKOKOP-
TUKOCTepOUI0B Oosiee 3¢ (HEKTUBHBI, UeM TIPU STMU30AM -
yeckoi ooctpykuuu [21], xoTst apdeKT MeHee BbhIpaXkeH,
yeM TIpU JIeYeHUH aTOTMYeCKONW OpOHXMAIbHOM acTMBbI
y AeTeit mKoJbHOro Bo3pacta [22]. Ucronb3oBaHWe UH-
TAJIIIIUOHHBIX TIIOKOKOPTUKOCTEPOUIOB TIPU MYJIBTH-
TPUTTEHON OOCTPYKIIMU TIPUBETIO K CHUKEHUIO YaCTOTHI
obocTpenuii Ha 50% [23].

OmHVUM U3 TJaBHBIX aHAMHECTUUYECKUX MPHU3HAKOB,
MOATBEPKIAIOIINX TTPAaBOMOYHOCTh JMarHo3a OpoH-
XMaJIbHOM acTMBbI y JIeTell paHHETO BO3pacTa ¢ MYJIBTH-
TPUTTEPHON pEeLMIUBUPYIOIIEH 0OCTPYKIIMEl OPOHXOB,
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Hsanosa H.A. PetinnBupyioiiast 00CTpYKLMSI OPOHXOB 1 OpPOHXMaIbHAsE aCTMA Y IeTei TIEPBbIX MSITH JIET XU3HI

SIBJISIETCSI OTSITOIIEHHBINA CeMEWHBII aHaMHe3 1o OpOoH-
XUaJbHOM acTMe M NPYrMM aJulepruyeckuM 3abosieBa-
HusiM. OTHaKO He cieayeT 3a0bIBath, uTo 15—20% neteii
¢ OpOHXMAJILHOM ACTMOI MOTYT OBITh TIEPBLIMU aJIJIePTH-
KaMu B CeMbe, T.€. OTCYTCTBHUE CEMEWHOMN OTSITOIIEHHO-
CTU HE OTBEpTraeT JAMarHo3 ajljiepruuyeckoro 3a00JieBaHUSI
y peOeHKa.

PanHuit neTcKuii BO3pacT He SIBIISIETCS MPOTUBOIO-
KazaHUEM I TIPOBEJAEHUSI aJlIeprojlorMueckoro 00-
ciaemoBaHus. BEIsSIBIeHME y MAllMEHTOB CITEUMUIECKUX
IgE X 92Kk30reHHBIM HEWH(EKIIMOHHBIM ajllepreHam
W/WU TIOJOXUTEIBHBIX KOXHBIX TECTOB TOATBEPXKIA-
eT aJUIepruyecKyl0 3THUOJOTHIO OpOHXMATbHOW aCTMBbI.
IMonTBepxxaeHne CeHCUMOWIM3AUMU B pPaHHEM JETCTBE
SIBJISIETCSl TOKa3aHHBIM (haKTOPOM pHCKa MPOrpeccupo-
BaHUs 3a00JIeBaHUS U CHUIKEHUSI TToKazaTesieit (hyHKIINN
BHEIITHETO ObIXaHUsI (Jallle Yy MaJIb4MKOB) B BO3pacTe OT 3
o 11 et [24].

ATONMYECKUIA JepMATUT W aJlJIepTUIeCKUIA PUHUT
SIBJISIIOTCST KOMOPOMIHBIMU 3a00JIeBaHUSIMU TIPU OPOH-
XUAJBHOM acTMe M, KakK TpaBUJIO, MPEAIIeCTBYIOT KITU-
HUYEeCKOl MaHUGecTalluyd ajuIepruyeckoro MmopaxKeHusl
HWDKHUX JbIXaTeTbHBIX TyTeil. TlepBble CUMIITOMBI aji-
JIEPrUYECKOr0 PUHUTA MOTYT Haboaatrbest y 2—3-7eT-
HUX JeTell W Jaxe y JIeTeil MepBOro roja XusHu [25].
B To Bpemst Kak TpOSIBICHUSI aTOMTMYECKOTO AepMaThUTa
JIOCTATOYHO MaHUMECTHHI, UM depeHIaTbHas TUarHO-
CTHKa WH(MEKIIMOHHOTO U aJUIEpIrMYeCcKOT0 PUHUTA Y Je-
Teli MepBBIX JIET JKU3HU TOJbKO Ha OCHOBAHWUM KJIMHHUYE-
CKMX CHMIITOMOB TPEJICTaBIsIETCSI HE MEHee CJIOKHOM,
yeM nuddepeHnanbHasi IMarHocTuKa MHMEKIMOHHOM
U aJlJIepTUYecKoil 3THOJIOTUM PeUMAMBUpYIOIIEN 00-
crpykiun. OCHOBHBIM METOJIOM TIOITBEPKACHUS aJljiep-
TMYECKON 3THOJIOTUM aJJIEPTUIECKOTO PUHUTA SIBJISIETCST
aJuIeproyiornyeckoe oOCeOBaHUE U OTpe/e/ieHrue Ko-
JINYEeCTBa 203UHOMUIOB B KIMHUYECKOM aHAJIN3e KPOBU
[26]. CymiecTBeHHYI0 TTOMOIIL B TpOBedeHUU Audbe-
pPEeHLMATBHONW AMATHOCTUKN WHGMEKIIMOHHOTO W ajuiep-
TMYECKOTO BOCTAJICHUST CIM3UCTON OOOJIOYKHU TMOJIOCTH
HOca MOXXET OKa3aTh IMTOMOP(hOIOTUUECKOe UCCTIeI0OBa-
HUE Ma3KOB CO CJIM3MCTOI 000JIOUKHM TTOJIOCTH Hoca [27].
IMosiBeHWE 303MHOMUIOB B pUHOIUTOTpaMMe He 00sI-
3aTEJIbHO COMPOBOXIAETCS TTOBBIIIEHUEM KOJMYECTBA
303MHODUIOB B KpoBU. ClieayeT MOAYEpKHYTh, YTO 3TO
HEMHBA3MBHOE HCCIIeOBaHNE HEOOXOAMMO IPOBOIUTH
MOBTOPHO B pa3HbIe MEPUO/bI 3a00J€BaHUSI, TOCKOJIbKY
MpUCcOeANHEHNEe MHOEKIIMOHHOTO BOCHAIEHUST MEHSIET
LIUTOJIOTUYECKYIO KapTUHY y pedeHKa C alJIepruuecKuM
PUHUTOM.

ITocTaHOBKa OKOHYATEJIbHOTO AuarHo3a OpOHXU-
aJIbHOM acTMbI y JIeTeil paHHEero Bo3pacTa ¢ peluJIvuBU-
pytoleil o0cTpykieid 6poHXoB Ha (oOHe OCTpoil pe-
CIUPATOPHON WH(MEKIWU SIBISETCS TPYIHOUN 3amadeii.
Ecnu y newarero Bpauya CyIIECTBYET TPEANOJIOKEHUE
0 HAJIMYUKM OPOHXUANBHOI acTMBI y pebeHKa, HO HeT
yOeIUTENbHBIX KIIMHUKO-aHAMHECTUYECKNX M J1abo-
pPaTOpHBIX TIPU3HAKOB, TOATBEPXKIAIOUINX JIUATHO3,

TO 1IeIecO00pa3HO Ha3HAYeHUEe TPEXMECSYHOTO Kypca
WHTAJSIIIUOHHBIX TITIOKOKOPTUKOCTEPOUIOB B HU3KHX
no3zax. HeoOGxonMMo MOHUTOPHMpPOBATH COCTOSIHME Tia-
1MeHTa Ha (hoHe MPOOHOTro Kypca JeueHusl. YiaydlleHue
COCTOSTHMS BO BpeMsI POBEICHUS TepaTuy 1 yXyILIeHNe
MOCJIe €€ OTMEHBI SIBJITIOTCS TIPU3HAKOM, TTOATBEPKAAI0-
MM IMarHO3 OPOHXMAIbHOM acTMBI Y peOeHKa MOJIOXKe
5 et [1]. [1pu ycraHOBIEHHOM AUarHo3e 0a3vcHasl Tepa-
MUsST HAa3HAYAeTCsT B COOTBETCTBUM CO CTETIEHBIO TSKECTH
3a00JIeBaHUSI.

B cootBerctBUM ¢ pexomeHmanmsimMu GINA wmHra-
JISIIMOHHBIE TITIOKOKOPTUKOCTEPOUIBI — Hambosee (-
(beKTUBHBIE CpeNCcTBa IJIsl JAeTell ¢ OpOHXMAabHOM acT-
MOi1 B JIF0OOM Bo3pacTe (YpOBeHb H0Ka3aTeJIbHOCTH A).
Wx ncrionbp3oBaHme oOecrneynBaeT KOHTPOJIb Hal 3a00-
JIeBAHMEM, CHUKAeT PUCK OOOCTpeHMIT OpOHXUATbHOM
acTMBI (YPOBEHbB J0KA3aTeIbHOCTU A), Ha3HAYeHUEe 3TUX
MperapaToB He CJIeAYeT OTKIIAAbIBATh, €CIU K 3TOMY €CTh
nokazaHus [28]. OcHoBHasI MpUUYMHA JIETAJIBHBIX MCXO-
JIOB TIpU 00OCTPeHUU OPOHXUATBHON aCTMbI — OTCYT-
CTBHE, HEIOCTATOUHOCTh MW TIO3IHEE TIPUMEHEHUE WH-
TaJISIIIMOHHBIX TJIFIOKOKOPTUKOCTEpoua0B [1]. PesynbraTsl
CHCTEMaTUYECKOro 0030pa ¢ MeTaaHAIM30M ITOKa3aju,
YTO YyKa3aHHBIE TIperaparhl MPEBOCXOISIT MOHTEIYKACT
B TIPEAYNPEXKICHUN TSOKETbIX 000CTPEHUI OpOHXUAIb-
HOI acTMBI (TpeOYIOIIMX Ha3HAYEeHUSI CUCTEMHBIX TJIIO-
KOKOPTUKOCTEPOUIIOB) M B YJYUIIEHWM TIOKa3aTesei
¢dbyHKUMY Jterkux [29].

VY mainueHToB 110 5 JIeT ¢ J00bIM (PeHOTUIIOM OpOH-
XMAJIbHOM aCTMbI BUpYCHast MH(MEKIINS OCTaeTCs 3HAYM -
MBIM TPUITEPOM 0OOCTpeHMs 3ab0osieBaHMs. B 3apyOex-
HBIX U OTEYECTBEHHBIX PYKOBOJICTBAX IMOAYEPKUBACTCH,
YTO TIPU TEPBBIX KIMHUYECKUX TPOSIBICHUSX PECITU-
paTOpHOl BUPYCHOW WH(PEKINU HEOOXOIUMO BO300-
HOBJIEHWE Tepanuyi WHTAISIUOHHBIMUA TJITIOKOKOPTH-
KocrepouaaMu (ecayd Ha JaHHBIE MOMEHT pebeHOK
UX HE TIOJIyyaeT) WIM yBeJudeHue 103bl B 1,5—2 pasa
¥ KpaTHOCTH BBeAeHUsI TIperapaTtoB. B paHHeM Bo3pacTe
HCTIOJIB3YIOT MHTAISIIINK OyIecOHMIa Yepe3 Hebymaiisep.
Tepanuio MHTAIALIMOHHBIMU TITIOKOKOPTUKOCTEPOMIAMK
clemyeT HaYMHATh MaKCMMAaJlbHO PaHO, He JOXMIASCh
TTOSIBJIEHUSI CBUCTSIIIIUX XPUTIOB W IMTPOIOJIKUTD 0 TOCTHU -
JKeHMsI KOHTpoJIsT 3aboneBanms [30].

OpHuM M3 Hanboyiee M3YYEHHBIX WHTATSIIMOHHBIX
TTIOKOKOPTUKOCTEPOUIOB, MPUMEHSEMBIX JJISI Teparuu
OpOHXMAIBHOM acTMBI B TIeAUATPHUU, SIBJIIETCS Oymeco-
HUA B popMe MMKpoHU3MpoBaHHOM cycrieH3uu ([Tynb-
MHKOPT® CyCIleH3Ms1). MMKPOHM3ALUs KPUCTAJUIOB
OynecoHuna (T.e. TOMOTHUTEIbHOE U3METbYeHUE IO pa3-
Mepa 2—3 MKM) oOecreuyrBaeT OoNnTUMaIbHOE pacripese-
JIGHUWe TIperiapara B IbIXxaTeJbHbIX myTsix [31].

AnHamu3 uctopuii 6onesnn 10896 meteit ¢ OpoHXM-
aJIbHOM acTMOM B Bo3pacTe A0 8 JeT (M3 Hux 6918 mereii
4 ner u MeHee) IMokKasajl, YTO TpUMEeHeHNe OyaecoHuIa
uyepe3 HeOymaitzep (ITyapMUKOPT® CcyclieH3MM) B Tede-
Hue 12 Mec mocyie obocTpeHMsl 3a00JieBaHUSI 3HAUM-
TEJIBbHO CHUKAET PUCK MOBTOPHBIX OOOCTPEHHMI acTMBbI
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10 CPAaBHEHMIO C UCTIOJIb30BAHUEM JIPYTUX CXEM TEpANuu
[32]. BkitoueHue HeOyIM3MPOBAaHHOTO OYIECOHUIA B Te-
panuio o0ocTpeHniT OpOHXMATBHOI aCTMbI 3HAYUTEITLHO
yayuiaet GpyHKiuo gerkux [33], a Takke crocoOCTBy-
€T YMEHBIIIEHUIO CPOKOB FOCTTUTAIM3ALIMY TIPU TSIKETIOM
oboctpenunm [34].

Byneconun xapakTepusyeTcsl KOPOTKHUM IePUOIOM
TTOJTYBBIBEIEHUSI, BBICOKMM CHUCTEMHBIM KIMPEHCOM
[35] n HUBKUMM TIOKa3aTeNsIMU O0beMa pacrpeaeaecHUs
[36], uTo OGecneurBaeT GIATONPUATHBIN TPOPUIL 6€30-
nmacHocTth. CrocoOHOCTh OylecOHMIAa KOHBIOTUPOBATh
¢ JUIMHHOLIETIOYEUYHBIMU XUPHBIMU KHUCIOTAMU U CO3-
JlaBaTh JIETO TIperapaTa B KJIETKaxX JIETOYHOTO BITUTe-
JIAST YBEJTMIMBAET BpeMs MpeObIBaHUS TIperiapata B Ibl-
XaTebHBIX TMYTSIX W 00eCTeuYrBaeT IMPOIOJLKUTETbHOE
neiicteue [37, 38], uyTo TMoO3BOJsIET HA3HA4YaTh Mpernapar
IMyneMukopT® cycriensus 1 pa3 B cyTKH (B TeX CIIydasix,
KOTrJa CyTOuHasl 103a He TIpeBbIiaeT 1 Mr).

B xome MHOTOYMCIEHHBIX MCCIEIOBAHWI OBLT MOMI-
TBepXKIEH OJArONPUSTHBIN MPOodWIh 0€30TTaCHOCTU WH-
rajisiiiuoHHoro oyneconuaa. B uccinenosanuu L. Agertoft
yOeIUTETbHO MOKA3aHOo, YTO JUTUTENbHOE MpUMEHEHHNE
OynecoHuaa (CpemaHsisi MTPOIOJKUTEIbHOCTD TEPATTM CO-
crapisiaa 9,2 roga) He BAMSET HA KOHEUHbIE TTOKa3aTeau
pocTa neTeil, cTpagamIInX OpoHXUaIbHOU acTmoit [39].
ITpu uszyyeHuun s3pdekTMBHOCTU U 0E30MaCHOCTU TIPH-
MEHEHUs MHTAJISIIMOHHOTO Oy/leCOHUa y JeTeil B BO3-
pacte ot 6 Mec a0 8 jeT (#=359) B KauecTBe OA3UCHOIM
Tepanuy OpOHXUAJIBLHOM acTMBI Ha TIPOTSKeHUMW 12 Hex
110 CPaBHEHMIO ¢ TUTarieb0 OBUIO OTMEYEHO, YTO YacToTa
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OPUINHAJIbHBIE CTATbU nyJibMOHOJ10rnsi

HEXeJaTeJIbHBIX SIBJICHUIA B OCHOBHOW TpyTIe AeTei
ObLTa cOTMoCcTaBMMa ¢ TAKOBOI B TpyIine ruiane6o [40].

OrcyrcTBue 3(pdekra oT OpOHXOCTA3MOJIUTUIYECKOMN
U TIPOTMBOBOCTIAIMTEILHON Teparmuu OGPOHXO0OCTPYK-
TUBHOTO CUHIpPOMa M OpPOHXWATbLHOW aCTMbI CITYKUT
OCHOBaHUEM [IJIST TOTTOJTHUTEIBHOTO 0OCIIeIOBaHUS pe-
OGeHKa C 1IeJTbIO BBISIBICHHS aJIbTEPHATUBHBIX TPUYUH 00-
crpykuuu [1].

3aknovyeHue

TakuMm 06pa3oM, B MOBCETHEBHOM MPAKTUIECKOM Jesi-
TEJBHOCTH TIEINATP JOJKEH UMETh B BUILY, UTO Y KaXKI0TO
pebeHKa C 3MU30JaMu OOCTPYKIIMM OPOHXOB B paHHEM
BO3pacTe ecThb yrpo3a (oOpMUPOBAHUS OPOHXUATLHOM acT-
MBI, HO He y BCEX JIeTell ¢ AMU301aMHi OOCTPYKIIMU OpOH-
XOB B aJTbHEIIIeM pa3BUBaeTCsI OpOHXMATbHAS acTMa.

PemmmpuBupytomast 06CTpyKIyst GpOHXOB MPU OCTPBIX
pecrupaTOpHBIX MHGMEKIMAX Y JAeTeld paHHETo BO3pac-
Ta TeTeporeHHa M BO3HUKAeT KakK y aeTeid, (opMupy-
OIINX WM C(HOPMUPOBABIINX OPOHXUAJTBLHYIO acTMY,
TaKk W y JeTeil, MMEIOIINX WHIMBUAyaIbHbIE OCOOEH-
HOCTU peakTMBHOCTH. Heobxommmo aucriaHcepHOe Ha-
OmoieHre 3a AETbMU C PELUANBUPYIOLIEH OOCTPYK-
LIMeit, TTOCKOJIBbKY TOJbKO ITMHAMUYECKOE HaOIoIeHMe
B OOJIBIIIMHCTBE CITyYaeB IMO3BOJISIET OTBEPTHYTh WUJIN AWa-
THOCTMPOBATh OPOHXUAJTbHYIO acTMy y AeTeil paHHero
Bo3pacTa. JlnarHo3 OpOHXMaJTbHON acTMBI MOXKET OBITh
YCTaHOBJICH B JIIOOOM BO3pacTe U peOGEHOK TOJIKEH TTOJTy-
yaTh 0A3MCHYIO Teparuio B COOTBETCTBUU CO CTEIEHBIO
TSDKECTH 3a00JIeBaHUS.
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OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrnd

N3meHenue nedopmanuu MHOKApAA KaK PAHHUIA MapKep MUOKAPIUAIbHOM TUC(YHKIMHA
NpU runepTpopuIecKoil KapaAMOMUONATHN Y JAeTei

H.IO. Yepnoix, O.C. Iposnosa, M. U. Jloseans, B.A. [lodoavckuil

OCI «Hay4yHO-mccnenoBaTenbCKUn KITMHUYECKNIA MHCTUTYT Neamatpum uMeHn akagemuka tO.E. Benstuwiesa» F6OY BMNO
PHUMY um. H.N. NMuporosa Munsapasa PP, Mocksa, Poccus

A change in myocardial deformity as an early marker for myocardial dysfunction in children
with hypertrophic cardiomyopathy

N. Yu. Chernykh, O.S. Groznova, M.1. Dovgan, V.A. Podolsky

Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical
University, Ministry of Health of the Russian Federation, Moscow, Russia

IIpuBenena MeToauKka 00c/e10BaAHUS OOJBHBIX ¢ TUNEPTPOPUIECKON KAPAUOMUONATHEN, OCHOBAHHAS HA MCCJIETOBAHUM PAUAb-
HO¥ NOCerMeHTapHoii AeopMalMyi MEOKApPAA B CONOCTABJIEHUH JIAHHBIX C TOJIINHOH MUOKAPIMAILHOTO CETMEHTA C IIeJIbI0 Orpe-
JieJieHus] KPUTHYECKO# TOJIIIMHBI MUOKAP/AA, PH KOTOPO# BIEpBbie B CErMEHTe BO3HUKAET CUCTOJIMYECKAS] MUOKADAUAIbHAS JHC-
(ynkuus. /laHHbIii MeTO MOKET ObITh IIPUMEHEH /IS ONpe/ieieHHsl TIOKA3AHUIl K HAYaJIy TepanuM y aCUMIITOMATHYHBIX 0OJIbHBIX
¢ runepTpohUIECKOoil KAPAUOMHUONATHEIA.

Karouesovte caoea: demu, eunepmpoguueckas kapouomuonamus, paouanvras degopmauus, sxokapouoepaghus, OuazHOCMUKaA,
AnedeHue.
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Kep MuoKapAananbHONM ANCOYHKLMM NPV runepTpopuyeckor kapanomvonatum y netei. Poc BecTH nepuHaron v neawarp 2016, 61: 5: 70-74.
DOI: 10.21508/1027-4065-2016-61-5-70-74

The paper describes a procedure for examining patients with hypertrophic cardiomyopathy, which is based on the study of myocar-
dial segmental radial deformity in relation to the thickness of the myocardial segment in order to determine the critical myocardial
thickness, in which systolic myocardial dysfunction occurs first in the segment. This procedure may be used to identify indications
at the beginning of therapy in asymptomatic patients with hypertrophic cardiomyopathy.

Keywords: children, hypertrophic cardiomyopathy, radial deformity, echocardiography, diagnosis, treatment.
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FHHCDTDOd)quCKaH KapauoMuomnaTuss — BTOpoOe
M0 PacrpoCTPaHEHHOCTU 3a00JieBaHUE MHUOKap/a
y nereii [1]. OHa OTHOCUTCS K MEPBUYHBIM F€HETUYECKUN
00YyCJIOBJIEHHBIM 3a00JIEBaHUSIM U SIBJISIETCS Haubosee
4YacTo BCTpeyarollieiics: kaparuomuonarueii. B nmocneaHee
necsaTuaeTe ObLT OTMEUEH 3HAaYMMBII POCT YMcClia 3ape-
TMCTPUPOBAHHBIX CllydyaeB 3a00JIeBaHUSI, UYTO, BEPOSTHO,
CBSI3aHO C YCOBEPILIEHCTBOBAHMEM JUArHOCTUYECKOM
TEXHUKU, METOJUMK O0CIe0BaHMUSI, a TaKXKe ¢ Oosiee Mac-
COBBIM  MOJIEKYJISIPHO-TEHETUUECKUM  00Cief0OBaHUEM
YJICHOB CEMeil, B KOTOPBIX €CTh OOJIbHbIE TUIepTPODU-
YeCcKOW KapAuoOMHOTIaTHEH.

VYV nereii pacnpoCTpaHEHHOCTb TUMEPTPO(PUUIECKON
KaparoMuornatum coctasisieT 3—5:1000000. ¥V 25—58%
POACTBEHHUKOB TIEPBOI CTENEHU POJCTBA BbISIBJISIOT-
¢ axokapauorpaduyeckue MPU3HAKU ITOro 3adoJe-
BaHus. ExeromHasi cMEpTHOCTb OT JaHHOW TaTOJOTUM,

© KonnekTtne aBTOpOB, 2016

Anpec nns koppecnonnenmn: Yepuoix Hanexna FOpeesna — acrniupantka PHU-
MY um. H.U. Tuporosa

IposzHoBa Onbra CepreeBHa — I.M.H., Bel. H.C. OTAENA AETCKON KapaMOIOTHU
n apurmonorun HUKH neanarpun

JloBranb Muxausn MIBaHOBUY — Bpay OTAEICHMUS JTy4eBOM TMarHOCTUKN

125412 Mockaa, ya. Tanmomckast 1. 2

Mononbekuit Branucnas AnekcaHapoBuy — cTyAeHT MOCKOBCKOTO T€XHOJIOTU-
YeCKOTo YHUBEPCUTETA

110 MHEHMUIO Pa3HbIX aBTOPOB, cocTanisieT 3—8% |2, 3].

s BBISIBJICHUST TUTIepTpoUU MUOKapaa Haubosee
JOCTYITHBIM ¥ MTHMOPMATUBHBIM METOJIOM 00CIIeIOBaHMSI
siBsieTcst axokapauorpadus (OxoKI'). OnqHako nposene-
HUEe PYTMHHOTro cKkpuHUHTOBoro OxoKI-uccinemoBaHust
y OOJBHBIX C TUTIEPTpodueil MUOKapaa MO3BOJISIET HaM
CYIUTb TOJBKO O TOJIIMHE MHUOKapAa MeEXKeTyI0dKO-
BOI MEPETOPOJKU U 3aTHEN CTEHKU JIEBOTO KEyI0YKa,
a TakXke O TJI00aJIbHON MMOKapAMadbHON MTUCHYHKIIUU
BCEro JIEBOTO Keaymouka ((hpakiys BbBIOpOca JIEBOTO
KeJyIouka) M T00ajlbHOM IUACTOMUYeCKON (PYyHKIIMK
JIEBOTO XeJTynouka (1o aHaJIu3y TPaHCMUTPATbHOTO KPO-
BOTOKa).

B Hacrosee Bpemsi, cortacHo pekomeHmauusm ESC
Guidelines [4], meuenue rumnepTpodUIECKON Kapamo-
MHOMATHU SIBJISIETCS MCKIIOYUTEIBHO CHUMIITOMATHYE-
CKMM, T.e. JIEYCHUIO TOJIeXAT TOJbKO OOJbHBbIC, MME-
folre JU60 OOCTPYKILIMIO BBIBOTHOTO TpaKTa JIEBOTO
xenaynouka 6osiee 30 MM PT.CT., JIMOO TJIOOATBHYIO CU-
CTOJIMYECKYI0 TUCHYHKIIMIO ¢ (dpakiiueid BbiOpoca Me-
Hee 50%, nubo MIIeMWIO MHMOKapnaa, JIMOO TOKa3aHUs
JUTSI aHTUAPUTMUYECKO Teparuu. BolbHBIE ¢ TUTIEPTPO-
¢ueit muokapaa 6e3 o06cTpyKiuu, 6e3 uiemMuu, 6e3 rao-
0aJbHOIM CHUCTOMMYECKON MUCOYHKIMU U 0e3 KU3HEey-
IpOXAIOIINX apUTMHUI JIEYEHUIO He TTOAJIeXaT, a TaKUX
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Yepuoix H. 1. u coasm. Vizmenenue neopMaliin MUOKap/ia Kak paHHUIT MapKep MUOKapANaIbHOI TUCHYHKIINY TIPU TUTIEPTPODIUECKOil KAPMMOMUOTIATUM. .

GOJIbHBIX, 0COOEHHO MPU PaHHEM BBISIBJIEHUM TUTIEPTPO-
(ryeckoil KapaIMOMHUOIATUNA B CEMbSIX C T€HETMYECKU
YCTaHOBJICHHBIM TMarHO30M, JOCTaTOYHO MHOTO.

Mexxmy TeM CUMITTOMaTUYeCKOe JeUeHNe He SIBJISeT-
¢Sl ONITUMAJIbHBIM JIJIs1 00JibHOTO. Heobxonumo He norry-
CKaTh Y HEro MporpecCupoBaHUs HApYLIEHU U HE «UITH
Ha TIOBOIY Y CUMIITOMOB», T.€. CTPEMUThCSI K BTOPUYHOM
npoduiiakTuke 3a0oaeBaHuil. st 3TOr0 TpeOYyeTCS BhIsI-
BUTh HanboJiee paHHUE MapKephbl TUC(HYHKIIMA MHUOKapP-
nia, 4To OyIeT CrIocoOCTBOBATH OIpEACICHUIO TTOKa3aHU I
K paHHeMY Havajy JIeYeHUsI.

ITpexne yem crathb r100aTbHOM (OTpa3UThCs Ha (Ppak-
1IMM BBIOpOCA JIEBOTO XKEylo4yKa), CUCTOIMYecKasr MU-
oKapAvaibHas JUCOYHKIUS TIPU TUTIEPTPOGUUIECKOM
KapaIuOMUOTIATUH CHavajla BO3HUKAET B OTHEJIbHBIX CeT-
MEHTaX JIEBOTO XeJyJo4yKa (JIEBBIM KeTylIo4yeK AeTUTCS
Ha 16, 17 win 18 cerMeHTOB B 3aBUCMMOCTU OT METOAM-
ku aeneHus). TIpUauHONW BO3HUKHOBEHMSI CEeTMEHTap-
HOU TUCOYHKIINHU SIBJISIETCS TaKOe YTOJIIIIeHNEe MUOKapaa
B KOHKPETHOM CEerMeHTe, TP KOTOPOM yKe He XBaTaeT
pe3epBa eMKOCTH BETBEi KOPOHAPHBIX apTepuil st 00e-
CIIeYeHUs afieKBAaTHOTO KPOBOTOKA B CETMEHTEe — BO3HU-
KalOT OYary JIOKaJIbHOW MIIIeMUU MUOKap/a, CHIXKAOIIIHe
ero (pyHKIMOHAJbHBIE BO3MOXHOCTH. M TOJIBKO KoOTma
B TaTOJOTMYECKUII TIPOLECC BOBJIEKAETCS OOJBIINH-
CTBO CErMEHTOB JIEBOTO 3KeJylo4yKa, ITUarHOCTUPYETCS
rnobaabHasi MUOKapauadbHas TUCHYHKUIMS (CHMKEHHE
¢pakuuu BeIOpoca).

AJIBTepHAaTUBHBIE METOIbI BBISBICHUST PETMOHAPHOMN
WIIeMUM MHUokKapaa (KopoHaporpadusi, MarHUTHO-pe-
30HaHcHasi ToMorpadusi, DKI-kaptupoBaHue) nmdO
WHBA3WBHbIE W JIOPOTOCTOSIIIIME, JIMOO HEZOCTATOYHO
TOYHBbIE — OILIEHKa WIIeMUN/IUCHYHKIIUM MUOKapaa
no craHaaptHoit DKI ouyeHb 0000IIEHA, yYET CErMeH-
TapHO# JioKajau3auuu HeBo3MoxeH; mo OKI' oneHuTh
B3aMMOCBSI3b WIIEMUYECKMX HapyHIeHW ¢ (QyHKIUEH
MMOKapIa MOXHO JIMIITh KOCBEHHO.

Hau6ombinyio MHGOPMATUBHOCTb Y OOJBHBIX C TH-
neprpodueit Mmokapga mMeeT uccienoBaHue DxoKI'-
CIIEKJI-TPEKHWHT, TIPOBOAMMOE Ha YJIbTPa3BYKOBBIX arl-
rnmaparax 3KCIEpTHOIO Kjacca W TO3BOJISIIONIee U3ydaTh
MOCEeTMEHTAPHO paaualibHYIO jedopMalliio JIEBOro Xe-
nynouka. CriemyeT ykazaTbh, YTO TEPMUH «aedopMaliysi»
B NMPUMEHEHUM K CEPIACYHON MBIIILIE HE SBIISICTCS OIMU-
CaHMeM TaTOJIOTUYECKOTO M3MEHEeHUST (DOPMBI MUOKapaa
(rieperu0ObI, cxaTus, cMoplIuBaHus U T.11.). Jledopma-
1M B IAHHOM CJTy4yae paccMaTpuBaeTcsl Kak (PU3M0JI0TH-
YECKUI TIPOIIeCC YBETMIEHUS TOJIIUHBI C YMEHbBIIEHHEM
JIUTMHBI MUOKapAa B CUCTOJY M YMEHbBIIEHUS TOJIIUHBI
C yBEJIMYEHUEM UTMHBI B IUACTOJNY. DTOT (hU3UOIOTH-
yeckuit mpoiiecc 0osiee TOUHO Ha PYCCKOM SI3BIKE OIMM-
CBIBAJICST OBl TEPMUHOM <«COKPATUMOCTh» MHOKapaa
(TIpomoJibHas, paauaibHasi, LUPKYJISpHas), HO JaHHBII
TEPMUH YK€ OYeHb IITMPOKO U TTOIYJISIPHO 3a1eliCTBOBaH
B OIpEAEIeHUU TI00ATbHON CUCTOJMYECKOU (yHKIIMU
Muokapna (ppakuuu BbIOpoca), TTOATOMY O(HUIIMATBEHO
OBLT IPUHSAT TEPMUH «IeDOpMaLIHSI».

WmenHo panuanbHas nedopmaius (M3MEHEHUE TOJI-
IIMHBI MUOKap/ia BO BpeMsI CepJIeYHOrO 1IMKJIa) Haubosiee
nHbOpMaTUBHA JUISI OLIEHKW B3aMMOCBSI3M BBIpaXKE€HHO-
CTU TUTIEPTPODUN 1 MUOKAPAUATHLHON TUCHYHKIIUH, TTO-
CKOJIbKY U3MEPSIETCS 110 OCH TOJIIMHBI MUOKapIUaIbHO-
ro cerMeHTa, a He 10 IJTMHE (KaK B cliy4yae C IpoJ0JIbHOM
nedopmanveit) Wi mupuHe (Kaxk B ciiydae ¢ LUPKYJIsIp-
HoOWl nedopMaiimeii). Dra B3aMMOCBSI3b HEOJIHO3HAY-
Ha, HET YEeTKOU MpsIMOW WM OOpaTHOW 3aBMCUMOCTH.
Ha HayanbHBIX 3Tanax runeprpoPuu yBeJIuYeHUe TOJI-
IIUHBI MUOKapaa MPUBOIUT K YBEIMUECHHWIO pagnalibHOM
nedopmaliu, 3aTeM JajbHeiIee yBeTndeHUe TOJIIUHBI
BeleT K CHWXeHUIo nedopmanuu. TommmHa MuUoKapma
y JeTeid, Tpu KOTOpO HauuHaeTcsl CHuXeHue aedop-
Maluu, a Takxke MpU KOTOpO# jedhopMalivsi CHUXKAETCS
HUXXe HOPMATUBHBIX 3HAYEHUI, T.€. TIOSIBJISIETCST CETMeH -
TapHasl CUCTOJIMYECKass MUOKapauaibHast AUCHYHKIIUS,
B HaCTOsIIIIee BpeMsI He SICHA. DTU «KPUTUIECKUE TOTKH»
MOTYT OBITh MCITOJIb30BaHbl KaK paHHUE MapKephbl Topa-
JKeHUST MUOKapaa M SIBJIIThCSI TMOKa3aHUEeM JUIsl Havaja
JIeYeHUs 0 Pa3BUTHUS KITMHUYECKON CUMITTOMATUKMU.

Takum o0pa3zoM, akTyalabHOW TpOOJEMOIl COBpe-
MEHHON MEIWLWHBI SIBISIETCS] M3YdeHHE 3aBUCUMOCTH
MEXIy BBIPAXXEHHOCTBIO TUTIEPTpOGUN MUOKapAa U W3-
MeHeHueM jaedopMalivi, a TakkKe OrpeaeaeHue TOMIIM-
HBbl MUOKapAMAJIBHOTO CerMeHTa, TIPX KOTOPOIi BITEpPBhIE
00HapyXMBaeTCsl CeTMEHTapHasl CUCTOJIMYeCcKas MUOKap-
nuanbHas nucyHKIMs. Bee 3To mo3Boaut paspaboraTh
aJITOPUTM PaHHE MMarHOCTUKM CErMEHTapHOI MUOKap-
JIUATBHON TUCGHYHKIMU IJIT OOHAPYXXEHUS TIEPBBIX MPH-
3HAKOB JI0TJIO0AIbHOTO HapyllleHus (GyHKIIMM MUOKap/a,
YTO SIBJISIETCSI TIPUOPUTETHOM 3amavyeil Ha TMyTH Mpodu-
JIAKTUKU TIPOTPECCUpOBaHUS 3a0oJieBaHUs, TIPea0TBpa-
LIEHUS KU3HEYTPOXKAIOUIMX COCTOSIHUI W BHE3aIHOMi
CepIeYHON CMEpPTU y TMaIMEHTOB C TUIEPTPODUUECKOM
KapaMoMHUOIIaTUEe.

XapakrtepucTuka petei u MeToabl UCCeaoBaHUS

O0cnenoBanbl 38 meTeil ¢ TMIIEpPTPOGUIECKON Kap-
nuomuoriatueil. MennaHa BoO3pacTa COCTaBWIa 9 JieT.
OxoKI' ocyiectsisinace Ha annapare Toshiba Artida.
HccnemoBana necopmMariivst JIEBOTO Keymouka B 6a3aib-
HOM U CpEIMHHOM OT/IeJIaX JICBOTO XKeTyI0uKa B pesKuMe
2D. B xaxaoM 13 OTIeI0B cep/lla ornpenesieHa paauaib-
Hast nechopmanms (T.e. ”3BMEHEHUE TOJIIIMHBI MUOKapIN-
aTBPHOTO CeTMEHTa BO BPEeMEHUW Ha TPOTSIKCHUW OITHO-
IO CepAeYHOTO IMKJIa) B MIECTU CETMEHTaX — HUXKHEM,
3aMHEM, JIATepAJIbHOM, TIepeaHeM, TIepeTHeceNTaIbHOM
U cenTaTbHOM. BepxyleuHble cerMeHTBI He McCieoBa-
JIUCh, TaK KaK OHW HEe WUMEIOT TPSIMOYTOJIBHOUN (DOPMBI
(OHU TPEYroyibHbIE), a TAKXKE MOTOMY, UYTO B 00JIaCTH BEP-
XYIITKW JIEBOTO KEJTyTOYKa MBIIICUHBIC CJIOU MUOKapra
pacrioiararoTcsi B BUIE TETJIM, YTO 3aTPYIHSET OICHKY
BekTOpa nedopmarium.

ITocKoONMBKY ITUTETEHOCTh OHOTO CEPICYHOTO ITHUK-
Jla pa3Hasl y Kaxkmoro O0JIBHOTO, BPEeMsI CUCTOJBI W Bpe-
MsI IMACTOJIBI Y 00CIIeayeMOTO TIalleHTa OBUTO TTPUHSITO
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3a eIMHUILY U OLIEHUBAJIOCh B OTHOCUTETHHBIX eIMHUIIAX.
Takum 06pa3oM, MUK CUCTOJIBI U TTMK AMACTOJBI Y KaxkK-
noro 6oJIbHOTO coBManai Ha rpaduke. ebopmarius mu-
oKapJa OlleHMBaIach B cpeaHeM Kaxable 20 MC Ha Mpo-
TSDKEHUM OJHOTO CepAeYHOro ILMKiIa, T.e. OoT 32 pa3s
(B ciydae Taxukapauu) 1o 51 pasza (B ciydae Opagukap-
JIUW) 32 OMUH CePACYHBIN UK.

TomumrHa Kaxka0ro MAIOKapauaIbHOTO CETMEHTA Olle-
HUBaJach B TpeX MecTax (C KpaeB CeTMEHTa M TTocepeIu-
He). 3a TOJTIIMHY CeTMeHTa MPUHUMAJIOCh CpeaHee apud-
METUYECKOE ITUX TPEX U3MEPEHUIA.

CraTuctuyeckue MeTombl UCccrnenoBaHuUs

OlieHKa TOJIIMHBI MUOKapaa, mo gaHHbIM DxoKI,
paccmaTpuBaeTcsl B BMIE 3aauyM TOKMCKAa MMHMMYyMa
MPOU3BOHON (DYHKIIMU 3aBUCUMOCTH AeDOopMalliv MU-
oKapja OT TOJIIMHBI MUOKapna. st peleHus 1mocraB-
JICHHOM 3aJ1a4 UCTIOJIb30BAJIMCH CIIEMYyIOIIe MaTeMaTr-
YeCKHMe METOJIbI:

*  METOJ MOCTPOEHUS MOJMHOMUAIBHOM perpeccui [5];
* METOJ OLIEHKM MPOU3BOIHON perpeccuu Kak HEeKOp-
PEKTHO ITOCTaBJIEHHO 3a1aun [6].

PesynbTatbl n 00CyXpeHue

ITo nonyueHHsiM mpu TipoBeaeHuu OxoKI maH-
HBIM OB TTOCTPOEH TPEXMEPHBIN rpacdUK 3aBUCUMOCTHU
nedopmaliuy Muokapna (oChb OpAMHAT) OT TOJIIMHBI
Muokapaa (och abciucc) Ha MPOTSKEHUM OJHOTO Cep-
neyHoro 1ukia (ocb T) pnst kaxmgoro 6osbHOTO. Puc. 1
NIEMOHCTPUPYET, YTO TIPU YBEIWYEHUU TOJIIMHBI MUO-
Kapaa no 14 MM uaeT HapacTaHue panuanbHON nedop-
MallMU B CETMEHTE, TIpY TOJIIWHe 14—18 MM pagnaibHas
nedopMalius CHUXKAETCS 10 HUXXHEW TpaHWIIbI HOPMBbI
20—22%, ipy majbHeMIIeM YBeTMUYSHUH TOJTIIIMHBI MUO-
KapauaJabHOTO CErMeHTa paauaibHas aAedopmanusi CHU-
JKaeTcsl HUXKe HOPMBI.

Jns u3ydyeHust 3aBUCMMOCTH JeopMaliii MUOKap-
J1a OT TOJIIMHBI MPUMEHSIJICSI METOJI TIOCTPOCHMUSI IO~
HOMMAaJbHOI perpeccun. HambGombmmit KIMHWYECKUIA

Ledbopmauus, %

1

20 e “~0.5
TOI'ILIJ,MHa cermeHTa, Mm 40 0

Bpems, ycn. eq,.

Puc. 1. 3aBucuMocTh paauabHOIl nedopManH OT TOJIINHBI
MHOKAP/IMAIBHOTO CErMEHTA HA MPOTSKEHUH OJIHOTO Cep/IeYHO-
ro mukaa. (Cocmaeneno asmopom)

OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrnd

W JTWAarHOCTUYECKUI WHTEpeC TpencTaBisiia TOJIIMHA
MHUOKapJa, TpY KOTOPOM IPOUCXOIUT Hambojee ObI-
cTpoe (KpUTUYECKOe) CHIKEHUE 3HAYeHUM paauaibHOM
nedopmamuu. [ 3TOro oleHMBAlach IPOU3BOIHAS
perpeccuu IO JaHHBIM W HaXOAuJIach TOYKA MUHHMY-
Ma TIPOM3BOTHON (PYHKIIMU 3aBUCUMOCTH JAeopMaiiu
MMOKapia OT €ro TOJIIUHBL. [IpuMeHeHHe yKa3aHHBIX
METOJIOB TIO3BOJIMIIO TIOJYYUTh (PYHKLIMIO 3aBUCHUMOCTH
nedopMay OT TONIIMHBI CerMeHTa MMOKapIa JIeBOrO
JKETyIoUKa, a Takke KOHKPETHbIe 3HAYEHUS TOJIIMHBI
MHUOKapJa, IIpY KOTOpoil HaOiromaeTcss Hambojee ObI-
CTpOe CHIDKEHME 3HAYeHUI TeopMaIiiu.

3HaueHust gedopMali  U3MEPSUIUCh  TIpUOOpOM
Toshiba Artida n sBISIIMCH 3HAYEHUSIMUA OTHOCUTEIBHOM
nedopMalinu &, orpeaensieMoit mo popmysie:

e=| 5| 100%,

rae Ly — TOJIIMHA CTEHKU MHUOKapaa B pacciaabJeHHOM
COCTOSTHMM, [, — BeIMYMHA TOJIIMHBI CTEHKW MUOKapaa
B ONpeeIeHHBII MOMEHT BpEMEHH.

BakHBIM TTapaMeTpoM JUTSl BBITIOTHEHUST PabOThI SIB-
JISIETCS BeJIMYMHA TOJIIWHBI CTEHKW MUOKap/ia B Onpee-
JICHHBII MOMEHT, €€ 3HAYeHUsI BBIYUCIISIIN TI0 (hopMmyJie
(ycnoBHbIE 0003HAYEHUSI TE XKE):

L=¢ly+ L.

3a KpUTepHii OLIEHKM TPWHSITO 3HaYeHWe HauboJee
ObICTPOr0 (KpUTUYECKOTO) CHUXEHMSI paauaibHOI Je-
dopmanun. [dnga 3Toro HeoOXOAMMO OBLIO ONpPENeTUTh
MHUHUMAaJIbHOE 3HAYE€HHE TTPOU3BOAHOMN (DYHKIINY 3aBUCH -
MOCTH paauaibHOM AehopMaliK OT TOIIIWHBI MUOKap/a.

BeImonHeHWe  airopWTMa TOWCKa MWHHUMAJBHOTO
3HAYEHUs] TIPOM3BOAHON (DYHKIIMM TIPOMCXOIUIO Clie-
nyrommM obpaszoM. M3 umMmerorerocsi Habopa 3Kcrie-
PUMEHTATbHBIX 3HAYEeHWI paauanbHON medopMamnu
32 HAYaJbHYIO TOYKY (DYHKIWUM 3aBUCUMOCTH Aehopma-
LMY OT TOJIIMHBI TPUHUMAJIOCh 3HAaYeHUe AeopMaliiu
Ha MaKCMMyMe auacToiibl. TeopeTndeckas (yHKIUS 3a-
BUCUMOCTHU JedOpMallMi OT TOJIIWHBLI OTpeae/siach
METOJIOM pEIIeHUsT HEKOPPEKTHO IOCTaBIEHHBIX 3a1ad
MyTeM CBEJICHMSI UX K KOHEYHOMEPHBIM. [Tpon3BomgHYyIO
9TON (DYHKIIUU TIPEACTABUIN B BUIE MOJTMHOMUATBHOM
¢y, CrerneHb MOJIMHOMA TTPOU3BOTHON TPUHSIIN
paBHOI 4, TaK KaK OHa HanboJiee KaYeCTBEHHO ONMMChIBA-
eT WCXOIHBbIe TaHHble. MeTOIOM HaMMEHBIINX KBaapa-
TOB OTpeAeTNIN KOIMOUIIMEHTHI TOTUHOMUATLHON pe-
rpeccur. Ha ocHOBe TTOJTydeHHOM MaTpHIIbI YCTAHOBHITH
BEKTOp KO3((MUIIMEHTOB MOJUHOMHAIBHON perpeccuu,
YTO TTO3BOJIMJIO TIONYYUTh 3HAUEHMST (DYHKIIUU 3aBUCH-
MOCTH Je(popMaIii MUOKapaa OT TOJIIWHBI U €€ TTPOU3-
BomHOU. Pa3mepHOCTh BekTOpa KO3(DOUIIMEHTOB OIpe-
JesIsieTcsl cTeneHblo noauHoMa 4+1. st ycraHOBJAEHMS
TOYKHM, COOTBETCTBYIOIIEH HaMOOJbIIEMY CHUXEHUIO
3HAYeHUI AedopMaliy, ObUTO HaWIEHO MUHMMAaIbHOE
3HaYeHWe TPOM3BOAHON (yHKIMU. s 3TOTO HAILH
MPOM3BOIHYIO BTOPOTO TOpsAKA OT MCXOIHOM (DYyHK-
LIUU, OTIPEICIIVIIN €€ 9KCTPEMYMBI, CPeI HUX BHIOMpaITH
TOT, KOTOPBIi COOTBETCTBYET MUHUMYMY TTPOU3BOIHOIA.
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Yepuoix H. 1. u coasm. Vizmenenue neopMaliin MUOKap/ia Kak paHHUIT MapKep MUOKapANaIbHOI TUCHYHKIINY TIPU TUTIEPTPODIUECKOil KAPMMOMUOTIATUM. .

JlaHHOE 3HAYEHME CITYXKWJIO UCKOMOW TOYKON HambOOJb-
IIETO CHYKEHUS AehopMalliy IJIsT OMHOTO TallMeHTa.

PesynbraThl MpeAcCTaBlieHBl B BHUAE TUCTOTPAMMBI
(puc. 2) pacripeneeHUsI KpUTUIECKUX 3HAYEHU I TOJIIN-
HBI MUOKap/a, paCCYNTAHHBIX TTO pa3paboTaHHOMY aJIro-
put™My. Kpome TOTro, BBHITIOIHEHO MOCTpOeHWE (DYHKIIUKN
IJIOTHOCTH pacTpeAesieHUsT BEPOSTHOCTEH KPUTHIECKOM
TOJIIIMHBI MUOKapaa (puc. 3).

IMocTtpoeHre (GYHKIMU TUIOTHOCTH pacTpeacIeHusT
o0ecrieyeHo MmyTeM HeTapaMeTPUIecKOTO CIITakKUBaHUSI,
BbIMOJIHEHHOTO (pyHKIMe# ksdensity. 1151 TOCTpOEHHOTO
pacTpeie/IeHUST TaKXKe TIoJTydeHa TabnIIa TIepIeHTUIICH.

JIJTIsT TIOCTPOEHHOTO pacIipeie/ieHUsT Hanbojiee Bepo-
SATHOE 3HAYeHWEe KPUTHYECKOW TOJIIMHBI MUOKapaa Co-
crapisger 17,17 mM. Tabnuua mepleHTWIe TO3BOJISIET

10

Yucno naymeHToB

0
12 14 16 18 20 22 24 26
TonwmHa M1okapaa, Mm

Puc. 2. TucrorpaMMa KPUTHYECKHX 3HAYEHHH TOJIIHHBI
muokapaa. (Cocmasnero agmopom)

0.18

0.16 f-----+

044 femnnee

012f----

Cass

Lons ot 06wero KoAmMyecTsa

PR 4

Y
R p-----
[y —
|- Ao

TonwmHa M1okapaa, Mm

Puc. 3. OyHKuMs IIOTHOCTH pacnpeneieHusi, NoJydeHHas my-
TeM NPUMEHEHHNS] METOIA HENAPAMETPHUYECKOr0 CIIIAKUBAHMUS.
(Cocmaenero asmopom)

Bpauy CHEUUATUCTY OMNPEACIUTh AWANa30H 3HAYEHUI
KPUTUIECKOU TOJIIIMHBI, KOTOPBI MMEET MUarHOCTUIe-
CKYIO LIEHHOCTb.

JLonoJHUTENbHO B paboTe MPOBEAEH pacyeT MocTpo-
SHUS JIMHUW PETPecCUM T0 BCEM CeTMEHTaM MUOKapra
y Bcex maiueHToB cpady. Ha puc. 4 npencrasieH rpa-
duK GYHKIUM 3aBUCHMOCTH, TTOCTPOSHHBIN IO BCEM
CerMeHTaM y BceX MaluMeHTOB. BeimosHeHO mocTpoe-
HHUe KPUBOUM perpeccuu 0e3 TPUBSIBKM K HaYaIbHBIM
3HAYEHUSIM (BBIYMCIIEHO CpPeJHEe OTKJIOHEHME OT BCEX
3HavyeHuit). Hanuuure BTOporo HeGOMbIIOrO MUKa 00b-
SICHSIETCSI pa3HOM TJIOTHOCTBIO CKOTLIEHUsI oOpabaThiBa-
eMbIX 3HaueHW . [TommHOMUaTbHAST PErPECCHsl, UCTIONb-
30BaHHAs [UISI BBIYMCICHUS (DYHKIIUU 3aBUCHMOCTH,
HEKOpPPEeKTHA TP HAJUIUKM OTHOCUTEJHHO OOJBIITNX

a
70

N
o

AREEEEEER SRl R R R

[edopmaums, %
w
o

2

[edopmaums, %
L

]

i
8 10

N--

TonwwmHa muokapaa, Z

Puc. 4. Tpadmku ¢pyHknum 3asucumMocTu Aedopmanum Muokapaa
OT TOJIIMHBI MUOKAPIUATLHOTO CETMEHTA MO BCEM MALMEHTAM.
TommuHAa cerMeHTa: a — B MM;

0 — B OTHOCHTEJIbHBIX €IMHUINAX, 3eTaX (Z).

(Cocmaeaerno asmopom)

Tab6auya. TlepueHTUIIBHOE pacnipeaeeHre TOMMMHbBI MHOKAPIA Y 00JIbHBIX C THIEPTPO(HIECKOi KapauoMuonaTuei

0,025 0,05
12,9948 13,4749

TlepuenTrim

ToJuHa MUOKapaa, MM

16,3531

0,5 0,75 0,95
17,3457 18,8363 23,8458

0,975
24,0148
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WHTEPBAJIOB MEXIY TaHHBIMU. [1pu ToMImMHE MUOKapaa
50—60 MM mMeeTcsl Bcero 7 3HAUYEHWI (Takasl TOJIIU-
Ha MUOKapaa BCTpevyaeTcs y AeTell KpaifHe peaKo), TOT-
Jla KaK Ha OCTaJIbHBIX YJacTKaX 3HAYUTEJHLHO OOJIbIIIe.
B aTom cirygae 4-s1 cTernieHb TTOJIMHOMA BBITIACT JIOKHBIN
JIOKAJTbHBI MAaKCUMYM, KOTOPBI MBI HE YYUTHIBACM.

3aknovyeHue

Hamu mipesncraBieH HOBBI METOAMYECKUI TIOAXO
K 00clieoBaHUIO AETe C TUnepTpopruIecKoil Kapamo-
MUOIIaThel, HaMpaBJIeHHbIII Ha PaHHIOKW JIUArHOCTUKY
JIOKaJIbHOM MUOKapAuaIbHON CUCTOIMYECKON TUCHYHK-
. MeToa OCHOBaH Ha UCCAEAOBAaHUW paauabHOMN
nedopmaliui MMoOKapaa, KoTopasi Haubojee nHpopMa-
TUBHO OTpaXkaeT M3MEHEHUE CUCTOJIMYECKON (PyHKIIMMU
CepACUYHON MBIIIIBI TIPU Pa3BUTUU TUTNEPTPOGUU, TO-
CKOJIbKY M3MEePSIETCS TI0 OCH TOJIIMHA MUOKapaUalbHO-
ro CerMeHTa, a He TI0 IJIMHE, KaK B cIyvae ¢ Mpoa0JIbHOM
nedopmalimeii, Uiy MMpruHe, KakK B ciydae ¢ IHUPKYJIsIp-
HoIi nedpopMmarueit.

Konnuecta GonbHbIX (7=38) B HacTOsILIUA MO-
MEHT HEIOCTaTOYHO, YTOOBI JeNiaTh JOCTOBEPHBIC BbI-
BOJbI O TIOJYYEHHBIX 3HAUYEHUSIX KPUTUYECKON TOUYKU.
B nHacrosiiiee Bpemst oHa moJtyyaercst paBHo#t 17,17 mm
WK cocTaBisieT 5,1 z mpu pacuere B OTHOCUTEIbHBIX
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OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrnd

eAuHUIaX (3eTax, z) BO U30eXKaHUe pa3iuyuii o HOp-
MaTUBaM TI0 TUIOMIAAM TIOBEPXHOCTU Teja, Pa3TuIHOMN
y neteit pasHoro Bo3pacta. OmHAKO KOJWYeCTBAa Ha-
OJIIOEHUI TOCTAaTOYHO, YTOOBI TOBOPUTH O BaJTUITHOCTH
METOIa ¥ BO3MOXKHOCTHU €T0 WCTIOTh30BAHUS IS TTOITY-
YeHUsT KPUTWUYECKOTO 3HAYCHUST TOJIIMHBI MUOKapia
TP OOJTBIIEM KOJTMYECTBE OOTBHBIX.

MBI IPUBONUM B HACTOSIIEN CTaThe TOJIIUHY MU-
oKapna He TOJBKO B YCIIOBHBIX €IWHUIIAX, HO U B MWJI-
JINMETPax, MOCKOJIBKY He BCE Bpauyd OOIICH TpPaKTUKU
UMEIOT BO3MOXHOCTD U KeJIaHWEe TIEPeBOANTD TTOTyJae-
MBbIe UMM TTOKa3aTe TN U3 MUJTUMETPOB B 3€THI (XOTS 3TO
0oJiee TOYHO U MPaBWIbHO). Takxke claeayeT OTMETUTD,
YTO BKJTFOUCHHBIC B WCCIIEIOBAaHME JICTU MMETU MaKCH-
MaJTbHBIC HOPMAaTHUBHBIE TTOKA3aTEIA TOJIIMHBI MUOKap-
Ila TIpY Pa3HO TUTOIIAIN TTIOBEPXHOCTH TeJia C Pa3HUIICH
Bcero 3 MM (B MCClIeIOBAaHUM HE y4acTBOBAIW JETH paH-
Hero Bo3pacTa). OTO 3HaYMMO U OyAeT YYTeHO MpU TMy-
OJIMKAIINY OKOHYATETHHBIX PE3YJIBTaTOB MCCIICIOBAHUSI,
HO BC€ X¢ MBI PEUIWIN OIyOJIMKOBaTh U OPUEHTUPO-
BOUHBIE pe3ynsTathl B enquHuiax CH. Takum obpazowm,
TTOJTyYeHHBIE TIPENBAPUTETHbHBIC PE3YJIBTaThl CBUICTEb-
CTBYIOT O TOM, UTO yX€ MPU TOJIIMHE MUOKapaa 5,1 3eT
WMeeTCsl CeTMEHTapHas MHOKapAWalbHAs CHUCTOINIC-
cKast IUCOYHKIINS.
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COBpeMeHHbIe Mmoaxoabl K OIICHKE KQ4eCTBA 2 KU3HU IlETeﬁ C ApUTMHUAMHA

A.B. Jlybosas

JoHeuknii HaunoHaNbHbIN MEANLMHCKNI yHUBepcuTeT um. M. Topbkoro, JoHeuk, YkpanHa

Modern approaches to assessing the quality of life in children with arrhythmias

A.V. Dubovaya

M. Gorky Donetsk National Medical University, Donetsk, Ukraine

IIpencrapieH cnenuaibHblii ONPoCcHUK «KavyecTBO XKU3HM JeTeill ¢ apUTMHSMH», OTPAKAIOUINI CYObEKTHBHYIO OIIEHKY KauecTBa
JKH3HU MANKMEHTOB ¢ HAPYUIEHNSIMU PUTMA Cepla, U METOJUKA KOMILIEKCHOI OLIEHKU KayecTBa XKU3HU JIeTeil ¢ apUTMUSIMM HA OC-
HOBAHUM CYOBEKTHBHBIX W 00beKTHBHBIX NaHHbIX. [IpuBeeHbI Pe3y/abTaThl MCHOJIb30BAHUS YKA3AHHBIX CHOCOOOB OIIEHKH Kaue-
cTBa xku3Hu y 151 pedenka (71 nesouka u 80 MaIb4uKOB) B Bo3pacte 0T 6 10 18 jieT ¢ pa3iMyHbIMM HAPYIIEHUSIMH PUTMA CEPALA.
V¥ 21,913,4% nereii ¢ apuT™Mueil Kano0bl 0TCYTCTBOBAH, Y 29,813,7% nauueHToB HOCKHIN HecnenupuIecKuii xapakrep, Ha0Io-
JIAsiCh PEIKO, YTO CBUIETEILCTBOBAJIO 00 OTCYTCTBUM CHIKEHHSI KQ4eCTBA JKMU3HHU N0 JAHHBIM Cy0ObeKTHBHOI oneHku. IToka3arenan
KOMILTEKCHOIi OLIEHKH Ka4eCTBA KU3HH ObLIM 10cTOBepHO HuKe (p<0,05) maHHBIX CYObEKTHBHON OmeHKH. Tak, M0 JAHHBIM KOM-
IUIEKCHOIi OIIEHKH Ka4eCTBa KU3HU, aputvun y 84,812,9% neteii conpoBoKaaTNCh CHIZKEHNEM KA4eCTBA JKIU3HH PA3JINYHOI cTemne-
HM, 110 IAHHBIM CYObeKTUBHOI oueHkn — y 48,314,1% nauuentos. [locroBepno yanie (p <0,001) cHuKeHHe KauecTBA KU3HA UMEJIO
MeCTO y OOJIbHBIX C OPraHMYECKOil MATOJIOTNell cepana 1/ NPU3HAKAME XPOHMYECKOIi CepIevHoil HeI0CTaTOUHOCTH. Bemymumu
NPHYMHAMH CHHZKEHHS KAYeCTBA KU3HU SIBUINCh M3MeHeHns caMouyBcTBus (56,31+4,0% 60JbHBIX), HApYIIEHHs ICHX03MOIMOHAb-
Horo craryca (77,513,4%), BeretatuHas muchynkuus (81,51+3,2%), cumkenue yposus anantamun (82,813,1%), natonornye-
CKie u3MeHeHus1 (PyHKIMOHAIBHOTO COCTOSIHUSA CepAevYHO-COCYAMCTOI cucTembl o aaHHbiM DKI', 24-4yacoBOro MOHUTOPUPOBAHUS
DKT, nonmiepaxokapauorpaduu (84,113,0%).

Karouesvie caosa: demu, Kavecmeo JcU3HU, HapyuieHue pumma cepoya.

Ansa untuposanus: [lybosas A.B. CoBpeMeHHbIe noaxoabl K OLUEeHKe Ka4yecTsa Xu3Hu Aeter ¢ aputMmusmu. Poc BecTH nepuHaron v neamatp 2016;
61:5:75-81. DOI: 10.21508/1027-4065-2016-61-5-75-81

The paper presents the special questionnaire «Quality of Life in Children with Arrhythmias» that reflects the subjective assessment
of quality of life (QOL) in patients with cardiac arrhythmias and a procedure for the comprehensive assessment of QOL in children
with arrhythmias on the basis of subjective and objective data. It gives the results of using the above procedures for assessing QOL
in 151 children (71 girls and 80 boys) aged 6—18 years with various cardiac arrhythmias. Complaints were absent in 21,9+3,4%
of the children with arrhythmia and were nonspecific, being rarely observed, in 29,8+3,7%, suggesting that there was no reduction
in QOL according to their subjective assessments. Comprehensive assessment of QOL showed that its indicators were significantly
lower (p<0,05) than those obtained by subjective assessments. Thus, cardiac arrhythmias accompanied by a varying decrease in QOL
were seen in 84,8+2,9% of the children, as shown by its comprehensive assessment and in 48,3+4,1% of the patients, as evidenced
by their subjective assessments. Patients with organic heart disease and/or signs of chronic heart failure exhibited a decrease in QOL
significantly more often (p <0,001). The leading causes of worse QOL were health changes in 56,314,0% of the patients, psychoemo-
tional disorders in 77,513,4%, autonomic dysfunction in 81,51+3,2%, reduced adjustment in 82,8+3,1%, and pathological changes
in cardiovascular function in 84,1%3,0%, as indicated by ECG, 24-hour ECG monitoring, and Doppler echocardiography.

Keywords: children, quality of life, cardiac arrhythmias.

For citation: Dubovaya A.V. Modern approaches to assessing the quality of life in children with arrhythmias. Ros Vestn Perinatol i Pediatr 2016; 61: 5:
75-81(in Russ). DOI: 10.21508/1027-4065-2016-61-5-75-81

B HacTosillee BpeMsl JoKa3aHo, YTo Jitoboe 3a00yeBa-
HUE, B TOM YMCJIe HapylIEHWe pUTMa Cepilia, CIo-
COOHO BJIMSITh HE TOJILKO Ha (hU3UYECKOE COCTOSIHUE
pebeHKa, HO U Ha MCUXOJIOTUIO €r0 MOBEAEHMUSI, 4acTo
MU3MEHSISI €T0 MECTO M POJIb B COLIMAIIbHOM XU3HU, a MOo-
ToMy 3(@deKkTuBHas TOMOIIb OOJLHOMY HEBO3MOXHa
0e3 BCECTOPOHHEIro M3Y4YeHUs YKa3aHHBIX MPOSIBICHUI
[1-7]. B cBsa3u ¢ atum BcemupHoIi opranu3amnueit 3apa-
BOOXpaHEHUsI ObUT OMpPeeieH TEPMUH «KauyeCTBO KW3-
uu» (Health-related Quality of life) kak xapakTepuctuka
(uszuyeckoro, MCUXOJIOTMYECKOTO, SMOLMOHAIBHOTO

© Oy6osasi A.B., 2016

Anpec st koppecnonnenuuu: /lyoosasi AHHa BanepueBHa — K.M.H., JIOLEHT Ka-
denpsl neauatpun M HeOHATONOTUM (haKyIbTETa MHTEPHATYPbI U MOCIIEUILIOM-
HOro obpaszoBaHusi [IOHELKOro HAlMOHAJIBHOTO MEIULIMHCKOTO YHUBEpPCUTETA
uM. M. Topbkoro

83003 dowerk, np. Wibunua, 1. 16

U COLMAJIbHOTO (DYHKIIMOHUPOBaHUs yesoBeka [8]. DToT
KPUTEPUIl OLIEHWBAET KOMIIOHEHTBI, aCCOIMUPOBAHHBIE
M HeacCOUMMpPOBaHHbIE C 3a0oJieBaHUEM, W TIO3BOJISI-
eT auddepeHIIMPpOBaHHO OIpPEACINTh BIUSHUE CaMOTO
3a0o0JieBaHMST (er0 CUMIITOMOB U TIPU3HAKOB), a TaKXe
MPOBOJMMOTO JIeUeHUS] Ha U3MEHEHME TICUXOJIOTUU TI0-
BeJCHUSI, COIIMATbHON aKTUBHOCTH M (PYHKIIMOHAIBHOTO
cocTosTHMS TanenTa [9—12].

O1rleHKa KavecTBa KU3HU OOJBHOTO MOXKET MPOBO-
IATHCSI IBYMSI OCHOBHBIMHU CITOCOOAMM: TyTEM CaMoO-
OLEHKU (CYOBEKTUBHBIN TMOAXOA) JMOO APYrUM 4YeJsio-
BEKOM, Yallle BCEro JieyalluM BpauoM (OOBEKTUBHBbIN
noaxoma). CorjaacHO COBpeMEHHBIM JTaHHBIM, Haubosiee
11eJ1ecOO0pa3HbIM SIBJISIETCSl coUYeTaHWe CYObeKTHBHOTO
1 00BEKTUBHOIO noaxonos [5—7, 11, 12].

WNmMmerornuecs B MUPOBOM MEIUIIMHE OTIPOCHUKHU JIe-
JIAT Ha JBe TPYIIBI — OOIIMe U crennaibHble [13—16].

POCCUVICKWIA BECTHUK MEPUHATOJIONMN U MNEANATPUM, 2016; 61:5

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2016; 61:5

75




OO61IMe ONMPOCHUKMU MPUMEHSIOT ISl OLIEHKM KadyecTBa
JKM3HU 3J0POBbIX JIIOAEU M TpU pa3anuHbIX 3aboJieBa-
Husgx. CrienuanbHble OIPOCHUKM SIBIISTIOTCS HamboJjiee
YYBCTBUTEILHBIMU JUISI KOHKPETHOIO 3a00JIeBaHUsI, TaK
KaK comepxkaT cIieliupudecKue IJIsd HEero KOMITOHEHTHI.
HMx ncnonp3yloT Kak MpU TEPBUYHOM 00CIeA0BAHUU
OOJIBHBIX, TAK U B MOHUTOPUHIE HAOIIOAECHUSI.

Llens paboTBl — TIpeACTaBUTHL METOAWKY KOMILIEKC-
HOW OLIEHKM Ka4eCTBa XXU3HU JETeR C apUTMUSIMHU U OTIBIT
€€ MCITOIb30BaHNs Y JaHHOTO KOHTUHTEeHTa OOJIbHBIX.

XapaktepucTtuka getev u MeToAbl UCCNeaoBaHNS

Oo6cnenoBan 151 pebenok (71 neBouka u 80 Majb-
YUKOB) B Bo3pacTe oT 6 1o 18 jeT ¢ pa3ImyHbBIMU Ha-
pyUIeHMsMM pUTMa cepaua. Bce netu Haxoaunuch

OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrnd

Ha CTallMOHAPHOM JIEYeHUH B OTAEJCHUM IETCKOM Kap-
IUOXUPYPTUU U peabunutauny MHCTUTYTa HEOTIOXHOMN
U BoccTaHoBUTeNbHOM Xxupypruu um. B.K. Tycaka, a Tak-
Ke HabJo1anmch aMOyJ1aTOPHO B T€UEHUE S JIeT.
JunarHo3 BepuUUMPOBAIM COTJIACHO MEXIyHa-
POIHBIM TOAXOAAM B COOTBETCTBMU ¢ MeXXIyHapOTHOMI
KJaccudukamnuein 6oye3Heir X mepecMoTpa 1 OOIIeIpy-
HATON KiaccuduKallmein apuTMuil, B OCHOBY KOTODOI
MOJIOXEH 3JeKTpodusuogornyeckuidi  npuHuumn [17].
Bunpl HapyiieHuit puT™Ma cepiia y o0caenoBaHHbIX Je-
Teil TipencTaBieHbl B Taba. 1. HambGomnee wacto — y 61
(40,4+4,0%) mamumeHTa, PEeTUCTPUPOBAJIACh DKCTPACH-
cronus, ipu 3ToM y 29 (19,243,2%) neteii oHa Obla Cy-
MpaBeHTPUKYJISIpHOM, y 23 (15,242,9%) — xeaymodko-
Boit, y 9 (6,0£1,9%) — monuromnHoit. Y 27 (19,9£3,1%)

Tabauya 1. Buapl HapylieHHii pUTMA Cepamna y 00cIeJ0BAHHbIX TeTeil

Bun aputmun

Bcero (n=151)

Hertu ¢ apurmusimu (n=151)

neBouku (n=71) Manbuuku (n=_80)

aoc. %, P=m abc. %, P£m aoc. %, Pm
Hapymenus o0pa3oBaHus uMITyJibca
XpoHnYecKast HelmapoKCU3MalbHas TAXUKAPIUST 13 8,6+2.3 6 8,51+3,3 7 8,843,2
CunycoBast OpaIrKapIust 10 6,612.0 3 4,24+2.4 7 8,8+3.2
CuHycoBast apUTMHUST 41 27,2£3,6 17 23,945,1 24 30,0%5,1
CuHApPOM cJIabOCTU CUHYCOBOTO y371a 14 9,3+2.4 2 2,8%+2,0 12 15,0£4,0
Murpanyst HaIKeJIyJOYKOBOTO BOIUTEISI pUTMa 21 13,9£2,8 12 16,9+4,4 9 11,3£3,5
OKCTPaCUCTOJIUS 61 40,4+4,0 34 47,9+5,9 27 33,84+5,3
B Tom uncre:
— CYIIPaBEHTPUKYJISIpHA; 29 19,2+3,2 15 21,1+4,8 14 17,5+4,2
— XeTyI0YKOBas; 23 15,2+2,9 14 19,7+4,7 9 11,3+3,5
— IMOJIUTOITHAS 9 6,0£1,9 5 7,0£3,0 4 5,0+2.4
ITapokcusmanbHast TaXUKapIs 15 9,9+2.4 7 9,9+3.,5 8 10,0+3,4
B ToMm uncrne:
— HaJDKeNyI0YKOBasT; 13 8,6+2.3 6 8,5+3,3 7 8,8+3.2
— XXeJyI0uKOoBas 2 1,3+0,9 1 1,4+1,4 1 1,3+1,2
CuHApPOM yIIMHEHHOro nHTepBaia Q— 1T 10 6,612.0 3 4,2+2.4 7 8,8+£3,2
Tpeneranue 1 MeplaHKe MIPEACEPANIn 5 3,3%1,5 2 2,842,0 3 3,842,1
Hapymenus u aHoMa M IPOBEAEHHST MMITYJIbCA
CurHOaypuKyIsipHas 0JioKama 3 2,0+1,1 3 42424 0 0,0£0,0
ATpUOBEHTPUKYJISIpHAS OJIOKana:
I crenenu 8 5,3+1,8 4 5,6+£2,7 4 5,0+£2,4
II crenenn 5 3,3%+1,5 42+2.4 2 2,5+1,7
111 crenmern 6 4,0£1,6 4 5,6+£2,7 2 2,5+1,7
Bbrnoxana Hoxek myuka [ica: 35 23,2134 16 22,5+5,0 19 23,844.8
— [IBITHIIT; 9 6,0£1,9 4 5,6+£2,7 5 6,31+2,7
— HBITHIIT 23 15,2+2,9 10 14,1+4,1 13 16,3141
CUHIPOM YKOPOYEHHOTO MHTepBaia P—Q 7 4,6%1,7 5 7,0£3,0 2 2,5+1,7
Cunnpom WPW 12 7,9£2.2 6 8,51+3,3 6 7,5£2.9
KomOuHupoBanHbIe HAPYIIEHUS] 00PA30BAHNS M MPOBEICHHS MMITYJIbCA
[Mapacucromus 2 1,3£0,9 0 0,0£0,0 2 2,5%+1,7

Tlpumeuanue. TIBITHIIT — nosiHast 61okana npaBoid HoxKu nydka [uca; HBITHIIT — HenosiHast 610Kkana npaBoid HOXKM Tydka [uca; cuH-

npom WPW — cunapom Bonbda—ITapkuHcona—Yaiira.
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lybosas A. B. CoBpeMeHHbIE TTOIXO/bI K OLIEHKE KAYeCTBA XU3HU JIeTell C apUTMUIMUI

MalMEHTOB UMEJIM MECTO SKM3HEYTPOXKAIOIINe apuTMUM:
y 14 (9,3£2,4%) — cuHIPOM CIIabOCTH CUHYCOBOTO
y3na, y 15 (9,912,4%) — mnapokcusMaibHbIe CyIpa-
BEHTPUKYJISIPHBIE W XKeJTYI0YKOBbIe TaxuaputMuu, y 10
(6,6£2,0%) — cuHIpOoM ymIMHEHHOTO MHTepBana Q—T.
CBeneHMs 0 BUIe ¥ YaCTOTE OPraHWIeCKOM MaToJOTUN
cepala y AeTeil ¢ apuTMUSIMU TIpeJicTaBeHbl Ha puc. 1.
Y 29 (19,2+3,2%) mamueHToB apuTMUST COITyTCTBOBAJIA
BPOXIEHHOMY ITOPOKY cepalia, ipu atoM y 12 (7,9£2,2%)
OOJLHBIX TMOSBIIEHNE apUTMHUU HAOJIONAI0Ch B pa3iny-
Hble CPOKHM TIOC]Ie OTIEpAaTUBHON KOPPEKIIMU TTOpOKa.
BpoxneHHYI0 aHOMaJIMIO TIPOBOISIIEH CUCTEMBI CepaIla
(cunnpom Bonbha—IlapkuHcoHa—Yaiita, CHHIPOM YKO-
poueHHoro uHtepBana P—Q) umenu 27 (17,9%3,1%) ne-
Teit. ¥V 13 (8,6%2,3%) GONBHBIX HapyIIEHUST PUTMa CepJi-
a HaOomaauch Ha (GOoHE TepBUYHON IMIaTallMOHHOM
(9 nereit) 1 runiepTpouyeckoii (4 pedbeHKa) KapaIuOMHUO-
matun. Y 65 (43,0+4,0%) neteit apuT™MUM SIBJISUTMCH TIPO-
SIBJIEHUEM BereTaTUBHOM nucdynkumm. Y 17 (11,3£2,6%)
OOJBHBIX APUTMUU pACUEHUIN KaK WAMONaTHYeCKUE.
XpoHUUecKkylo cepaedHyto HemoctarouHocTh (XCH)
nmvenn 53 (35,113,9%) maumenta, ipu 3TomM XCH IA cta-
i — 32 (21,2%£3,3%) pebenka, XCH 1b cragum — 11
(7,3%£2,1%) 6onbubix, XCH IIA cramuu — 7 (4,6%£1,7%)
neteit, XCH IIBb cramuu — 3 (2,0+1,1%) naruenTa.

19,2%

17,9%
54,3%
8,6%

I BpoxaeHHbIN NOpoK cepaua
O BpoxaeHHas aHomanusa npoBOAsLLen cucteMbl cepaua
H [epBunyHas kapguomuonaTtms

0O OTcyTCTBME OpraHMYecKon natonorum cepgua

Puc. 1. Bua m yacToTa OPraHuvecKoii maToJOruu cepana y ae-
Teii ¢ HapymeHusiMu putma cepaua. (Cocmasaeno asmopom)

Kommuiekc ob6cienoBanust, HapsiLy ¢ OOIIEKJIMHAYEC-
KAMU METOJaMU, BKJIFOUAJ YTIyOJIEHHBIM COOp M aHAJIN3
Xajaob IO CcrenuaibHO pa3paboTaHHOMY OTIPOCHUKY,
crannaptHyto OKI, nonmnepaxokapauorpapuio, 24-va-
coBoe MmoHuTopupoBaHue DKI mo Xoarepy ¢ momoripto
TpexkaHaibHOro perucrparopa «Kapmamorexnuka 4000
All» (Cankr-IleTepOypr), Bo BpeMsi KOTOPOTO TTPOBOIM -
JIN TO3UPOBAHHBIE MPOOBI ¢ TICUXOJOTUYECKUM CTPeCcC-
TeCTOM M (hU3UYECKOI HArpy3Koi (JiecTHUYHasi 1poba).
OlLIeHKY TICHXO3MOILIMOHAIBHOTO CTaTyca OCYIIECTBIISI-
mu 1o Meroanke B.B. Cemnena [18] ¢ aHamm3om mmkan
«TPEBOKHOCTB», «aCTEHMSI», «IETIPECCUSI», «HAPYIIEHUSI
cHay. JIJis OLleHKN (hYHKIIMOHAJIBLHOTO COCTOSTHUST BeTe-
TaTUBHOI HEPBHOM CUCTEMBI UCITOIH30BAIN JaHHbIC Ba-
puabeTbHOCTH cepledyHoro purma [19].

Cratuctuueckasi o0paboTKa pe3yJabTaToB HCCle-
JIOBAaHWST OCYIIECTBIISIACh MeTodaMU BapUallMOHHOM
U aJBTepHATMBHOW CTaTUCTUKA C MCIOJb30BaHUEM

JINIIEH3MOHHOTO MPOrpaMMHOTO TTaKeTa I CTaTUCTUYIe-
ckoro aHaym3a «MedStat». g nmpoBepKM pacripenesie-
HUST JAaHHBIX Ha HOPMAJIbHOCTh MCIIOJb30BaI KPUTEPUIA
x> 1 tect Hlanmupo—Yuxa.

Pe3ynbTartbl M 06CyXaeHue

Ha ocHoBaHWMM TOJTyYeHHBIX JaHHBIX, a TaKXKe aHa-
JI3a JIUTEpaTyphl ObLI pa3paboTaH CrielMaabHbII OMpoc-
HUK «KadecTBO XKU3HU JeTell ¢ apuUTMUSIMU» (TIaTeHT
Ha wm3o0pereHne UA Ne 12262 ot 16.01.06), oTBeTHI
Ha KOTOPBIN OTpaXail CyObeKTUBHYIO OIICHKY KayecTBa
JKM3HU TIalueHTamMu (Taot. 2).

CorjacHO MeTOIWKe, aHaIu3 3aroJIHEHHOW aHKeThl
HauMHAJIM C y9eTa JKU3HEYTPOKAIOIINX CUMIITOMOB, OT-
paxkeHHBIX B Borpocax 1.1—1.4; 2.2.1-2.2.3; 5; 6; 16.1—
16.6. bamter 3a 3TM CUMITTOMBI YMHOXaTW Ha 2. 3arteM
CYMMMPOBAJIM Bce Oajuibl U, COTJIacHO 1Kase (tadna. 3),
OLIEHWBAJIM KAa4YeCTBO KM3HU OOCIEIOBaHHBIX HeTeit
C apUTMUSIMU.

PesyiabraThl CyOBEKTUBHOM OLIEHKM KayecTBa KU3-
HU 00CJIeMOBAHHBIX JIeTeil C apUTMUSIMU TIPEICTaBICHBI
Ha puc. 2. Y 21,943,4% neteit ¢ HapylIeHUSIMU pUTMa
cepama kajoobl oTcyTcTBOBaNM, y 29,8+3,7% mnauneH-
TOB HOCUJIM Hecneum@uuecKuii XapakTep, HaOI0OmasICh
penKo, 4ToO 1ajo OCHOBaHWE IO COBOKYITHOCTH OajyioB
OLIEHUTh KA4eCTBO MX XXU3HU KaK «OTITUIHOE» U «XOPO-
mee» (He cHIkeHHoe). [1pu aTom 44,414 ,0% manmeHToB
He UMeJIM OpraHWJYecKo matosoruu cepamna. Hecmotps
Ha 1o uTO 2 (1,3+£0,9%) pebeHKa MMeJIn JKU3HEYrpoxKaro-
1Me apuTMHUK (CUHAPOM YIJIMHEHHOTo uHTepBaia Q—7,
curapom Bonbda—ITapkuHcona—VYariita) u 5 (3,3+£1,5%)
nereit — XCH IA cragum, naHHBIE MM OTBETHI B OIIPOC-
HUKE CBUIETETHCTBOBAIA 00 OTCYTCTBUU Y HUX CHUXKEH-
HOTO KauecTBa XXU3HM.

%
100
80
60
40 +
20
04

1

‘ 0 OtmyHoe O Xopowee B YaosnetsoputenbHoe B HeyaosneTtBoputensHoe

Puc. 2. Pe3yabraThl CyObeKTHBHOU OLEHKH KA4eCTBA XKU3HH Jie-
Teii ¢ apurvusmu. (Cocmaeneno asmopom)

CHUXeHMe KauyecTBa XW3HU TI0 pe3ysIbraTaM OIpoc-
HUKa BBIsIBIeHO y 48,314,1% neteii, Tipu 3TOM cpenn
OOJIbHBIX C OPraHWYECKOl MaTOJIOTHEl cep/lia yMepeH-
HO CHWXXECHHBIM («YIOBJICTBOPUTEIHHBIM») OHO OBLIO
y41,1£4,0% (v 20 u3 69) manmeHToB, 3HAYNTESTLHO CHU-
XKEHHBIM («HEYIOBICTBOPUTEIbHBIMY) — v 7,212, 1%
(y 4) nereii.

CorracHO TOJIy4eHHBIM JaHHBIM, OCHOBHBIMM TIPH-
YWHAMU CHIDKEHUST KaueCcTBa KU3HU, IO MHEHUIO JAeTel,
OBbITM TpeBoTra 3a CBOE 3M0poBbe M XM3Hb (75,5+3,5%
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OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrnd

Tabauya 2. CnienualibHblii oNPOoCcHHK « KauecTBo XKU3HU JeTeii ¢ apUTMHAMI»

Bamist
Bormpockr

1. Mematot Te6Ge XXUTh HEMPUSITHBIE OLTYIIIEHNS B 00acTh cepata? (OTMETh, KaKHe):
1.1. cusbHBIE CepaLIEONEHMST
1.2. yacTeIe cepaleoneHus
1.3. mepebou B paboTe cepala
1.4. 9yBCTBO OCTAHOBKM Cep/lia
2. Memaer Tede KuUTh 00JIb B 00J1acTH cepaia? (0TMeTh, Kakast):
2.1. komotmast
2.2. naBsiasi:
2.2.1. TOJIBKO B cepale
2.2.2. oTAaer B €40

2.2.3. oTHaer B JIEBYIO PYKY

3. Memaet Tebe JKUTh roJIoBHas 001b? (YTOYHM, KOTJa OHa BOSHUKAET):
3.1. nocie pu3nYeCcKOit Harpy3Ku
3.2. mocye yMCTBEeHHOU Harpy3Ku, yPOKOB
3.3. B IyLLIHOM MTOMEIIIEHUU, TPAHCIIOPTE
3.4. Ipu TIepeMeHe TTOTO/IbI
4. becrokosT Te0s1 FOJIOBOKPYKEHMsI?
5. BeIBatot y Te6s1 motepu Co3HAHUS?
6. [NogBasieTcs y Te6s1 oapbIIKa MPU GU3NYECKOM HAarpy3Ke?
7. BecmokosT Te0s1 OBICTpast yTOMIIIEMOCTh, 001IIasT CIIA00CTh?
8. BeiBaeT y Te0s1 1J10X0€ HACTPOSHUE, TOCKA, I'PYCTh, CKyKa?
9. EcTb y Te0s1 6eCITOKOMCTBO, TPEBOTa 32 CBOE 3MOPOBBE, KM3HB, CyIb0Y?
10. BeciokouT Tebs yxyaiieHue (HapylieHue) cHa?
11. Memraer Te6e XXUTh HEOOXOTUMOCTD IIOCTOSTHHO JIEYUTHCST, TEPUOANIECKHU JIeKATh B OOJIbHULIE?
12. TeGe TpyaHO BBITIOJHSTH (PU3UUYECKYIO HArpy3Ky?
13. TeGe TpyIHO BHITIOIHSTH YPOKU?
14. BriBaloT y Te0s1 pa3npaxkKuTeJbHOCTb, 3JI0CTh, 00uaa?
15. Te6s 6ecriokosT cTpaxu?
16. ThI >kIeIIb, OOMIIILCS, YTO HACTYITUT MTPUCTYIT: _
16.1. 6o B oGtacTu cepaua
16.2. cepnuebueHmst
16.3. mepe6oeB B paboTe cepiia
16.4. roioBHOI 601
16.5. ro10BOKpYKEeHMs

16.6. morepu co3HaHUA?

[Tlpumeuanue. O — Hukorna; 1 — uHorma; 2 — 4acTo; 3 — MOCTOSIHHO.

Tab6auya 3. IlIkana oneHKH Ka4ecTBa XKU3HM JIeTeil ¢ HapyIeHnsIMA PUTMA CePAla B 3aBUCUMOCTH OT CYMMbI 0QJLI0B, CHIZKAIOIINX
Ka4eCTBO KU3HH

I/IHTCpBaJI Ba.J'IHI)I, CHIMZKAIOIINE Ka4Y€CTBO KN3HU OL[CHKB. KayeCcTBa XKN3HU
1 0—15 OTinyHOe
2 16—29 Xopoiiee
3 30—45 VYIoBIeTBOPUTEIHHOE
4 > 46 HeynoBneTBopureibHoe

POCCUCKWIA BECTHUK MEPUHATOJIOMU U MNEANATPUN, 2016; 61:5
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2016; 61:5

78
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neteit), HapymeHusi cHa (74,243,6%), TOBBIIICHHAS
YTOMJISIEMOCTb,  OOMIYMBOCTb,  Pa3apPaKUTETbHOCTh
(61,6+4,0%), uepanruu (60,9+4,0%), TOIOBOKpYKe-
Hue (56,3+4,0%), xapmuanrum (53,0+4,1%) xomole-
ro (50,3+4,1%) w passmero (22,5+3,4%) xapakrepa.
V 53,6+4,1% ¢ apuTMUSIMU TIPUIMHON CHUKEHUSI Kade-
CTBa XKM3HU OBLIN Xaj00bl Crienn(pUIecKoro xapakrepa:
y 43,0+4,0% — gactoe cepmieouenue, y 29,1+3,7% —
cuibHOE cepaneouenue, y 22,5+3,4% nereit — «Irepe-
6ou» B pabote cepana, y 4,6+1,7% GONbHBIX — YyBCTBO
OCTaHOBKMU cepalia.

IMpyunHBI CHUKEHUST KadyecTBa KM3HU MMENH pa3-
JINYWS B 3aBUCUMOCTHU OT BHMIa apuTMMU. Tak, y meteit
¢ aKcTpacucronueit (n=61) TakOBBIMU OBUIM HEBOJIb-
Hasl ¢ukcalMsi BHUMaHUS Ha pabote cepaua — y 53
(86,9+4,3%), oxugaHue TPUCTYIIOB CEpALUECOMECHUS —
y 51 (83,6+4,7%), nepeboeB B pabote cepana — y 50
(82,0+4,9%); y maiumeHToB ¢ MapOKCU3MaJbHON TaxXu-
kapauein (n=15) — oxumaHue MPUCTYNOB YCUJIEHHOTO
W/WU yJarieHHoro cepaueouenust — y 13 (86,7+8,8%);
y OOJBHBIX C TIOJTHON aTPUOBEHTPUKYISIPHON OJ0Ka-
o (n=6) — OXWIaHWe TIPUCTYIIOB TOJIOBOKPYKECHMS
1/WJIV BHE3AITHOM TToTepu co3Hanust —y 5 (83,3+£15,2%).
V nereit ¢ XCH IIA u 1B cranuu (n=10) ocHOBHO# npu-
YUHOMW CHIKEHUST KayecTBa KU3HU SIBJISIACh OBIIIKA
npu ¢pusndyeckoii Harpyske — y 3 (30,0£14,5%) u B mo-
koe —y 2 (20,0£12,6%).

OOBEKTUBHYIO OLIEHKY KadyecTBa KMU3HU TTPOBOAVIIN
Ha OCHOBAaHWM COBOKYITHOCTH TIOKAa3aTeseil COCTOSTHUS
CEPIACYHO-COCYIUCTOM CUCTEMBI, BETETATUBHON HEPBHOM
CHUCTEMBI, TICUXO3MOIIMOHAIIBHOTO CTaTyca, amamnTallvu,
BbIpaxkeHHBIX B Oayax (Taodu. 4). Cymma 6amioB cyObeK-
TUBHBIX U OOBEKTUBHBIX JaHHBIX COCTABMJIA KOMITIEKC-
HYIO OLIEHKY KauecTBa XU3HU JeTell ¢ apuTMusimMu (abco-
JIIOTHBIN TIOKa3aTeTh KauecTBa XU3HU). OTHOCUTETbHBIN

MoKa3aTeib KOMIUIEKCHOM OIIEHKM KauecTBa KHU3HU
(KXK) nereit ¢ aputmusiMu (maTeHT Ha U300peTeHUE
UA Nel5818 ot 17.07.06) ompenmenstii 1Mo clemylomeit
dopmyrne:

2
K2XKmax J°
rae KK, % — oTHOCUTETbHBIH ITOKa3aTesIb KOMITJIEKCHOM
OLIEHKW KavyeCcTBa KU3HU pebeHka ¢ aputmueit; KK — a6-
COJTIOTHBIN TTOKa3aTeJIb KauecTBa XKU3HU pebeHKa C apuT-
mueii B 6atax, KXKmax — 192 6asia — abCooTHBIN TT0-
KazaTreJib MAaKCUMAaJTbHOM OIIEHKY KayeCTBa XKU3HM.

B ciyuae xorga 3HaueHMe JAaHHOTO TTOKa3aTessl Haxo-
auiock B nipenenax 100—70%, kauecTBO XU3HU peOeHKa
C apuUTMUEH OLIEHUBAJIM KaK «He CHUKeHHOe», 69—31% —
KaK «yMepeHHO CHUXeHHOoe», 30% 1 MeHee — KaK «3Ha-
YUTEIBHO CHIDKEHHOE». YyBCTBUTETBLHOCTH METOIUKHU
KOMIUIEKCHOM OLIEHKM KavyeCcTBa XXU3HU cocTtaBmia 86,0%
(MHTepBasbHas olleHKa 75,6—93,8%; ypoBeHb 3HAYMMO-
ctu p=0,05), creuupnanocts — 83,8% (69,9—94,0%;
p=0,05), monst JOXHOOTPUIIATEIBHBIX TIPOTHO30B —
14,0% (6,2—24,4%; p=0,05), mons JOXHOIOJIOXUTETb-
HBIX TIPOrHO30B — 16,2% (6,0—30,1%; p=0,05).

Kak cBUIETETbCTBYIOT pe3ybTaThl  MPOBEICHHOTO
HaMM UCCJIeNOBaHUS, TIOKa3aTeJIM KOMITJIEKCHON OIEHKH
KavecTBa XM3HM ObLIM noctoBepHO HUXe (p<0,05) maH-
HbIX CyOBEKTHBHOM o11eHKM (puc. 3). Tak, oTCyTCTBHE CHU-
>KEHUS KayeCcTBa JKU3HU MMEJIO MECTO TOJIBKO Y 15,2£2.9%
JeTel ¢ HapyIIeHUsSIMM PUTMa cepiia (Bce IeTH C apUTMHU-
sIMU ©6€3 OpraHMYecKoi TaToJIOTUU cepAla M MPU3HAKOB
XCH). VY 84,842,9% manueHToB moka3aTejb ObUT CHUKEH,
B TOM UHcIie y 44 u3 69 neteii ¢ opraHUIeCcKoif aToIorueit
cepana /v npusHakamMu XCH. ¥V 29,843,7% 6GolbHBIX
MMeJIO0 MECTO 3HAYMTEIbHOE CHUKEHME KauyecTBa KM3HU,
B TOM uucie y 17 malureHToB ¢ OpraHu4YecKoi MmaToorueit
cepniia u/vim npusHakamu XCH.

KK, % = 100{1—

Tabauya 4. Iloka3zarenn 00beKTHBHOTO CTATYCA JJIS OIIEHKH KA4eCTBA JKU3HH JIeTell ¢ APUTMHSIME

Bormpockr

1. Haninume aputMum B MOMEHT 00CIeI0BaHMS 1O JaHHBIM aycKyJabraiiuu u OKI (0 — oTcyTcTBYeT;
] — He3HaYNTEIHHO BBhIpaXkeHa; 2 — YMEPEHHO BhIpaxkeHa; 3 — 3HAYMTEIbHO BEIpaKeHa)

2. Nsmenenus npu 24-gyacoBoM mouutoprupoBaHuu DKI (0 — oTcyTcTBYIOT; | — HE3HAYUTETHHO
BBIPaXEHBI; 2 — YMEPEHHO BbIpaXKeHbl; 3 — 3HAUUTEIbHO BbIPAKEHbI)

3. UsmeHenus npu goriepaxokapauorpadum (0 — oTcyTcTBYIOT; 1 — He3HAYMTEIHHO BhIPAXKEHHBI;

2 — yMEpEeHHO BBIPAXXEHBI; 3 — 3HAYNTEIHHO BHIPASKEHBI)

4. HapyieHust TICMXO9MOIIMOHAIBHOTO cTaTyca (0 — OTCYTCTBYIOT; | — HE3HAYNTETbHO BHIPAKCHBDI;

2 — yMepeHHO BBbIPaXeHBI; 3 — 3HAYUTEIbHO BBIPAKESHBI):
TPEBOXKHOCTD
acCTeHUsI
JeTipeccust

HapyIIeHUS CHA

5. HapymeHus BereratuBHoro cratyca () — OTCyTCTBYIOT; | — HE3HAUMTEIbHO BbIPAXKEHBI;

2 — yMepEeHHO BBIPaXKeHBI; 3 — 3HAYNTEIHHO BHIPAKEHBI)

6. Caxenue ypoBHs aganrauuu (0 — oTcyTcTByeT; 1 — TpeBora; 2 — pe3UCTEHTHOCTD; 3 — UCTO-

1LeHue)
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Puc. 3. Pe3ynsraTbl KOMILIEKCHOI OLIEHKH KA4€CTBA XKU3HU Jie-
Teii ¢ aputMuamu. (Cocmaeneno agmopom)

CorylacHO KOMIUIEKCHOM OlLIeHKe, OCHOBHBIMU TIPU-
YUHAMU CHIDKEHUST KaueCTBa JKU3HU Y IeTeH C apUTMMSI -
MM SIBUJIMCH U3MeHEeHUsT camouyBcTBUs (56,3+4,0%), Ha-
pYLIEHHST TICMXO3MOILIMOHaNbHOTO cTatyca (77,5+3,4%),
BeretatuBHast auchyHkums (81,5+3,2%), cHUKeHUe
ypoBHs amantauuu (82,843,1%), maToJoTUYeCKUE W3-
MEHeHUsI (PYHKIMOHAIBHOTO COCTOSTHUSI CepaeYHO-
cocynucroii cuctembl mo gaHHbIM OKI, 24-yacoBoro
MoHuTopupoBaHust  OKI, poruepaxokapauorpaduu
(84,1£3,0%). TIpoBeaeHHBINM KOPPEISIIMOHHBIN aHAIN3
C WCTIOJIb30BaHUEM KO3((UILIMEHTAa PAHTOBOM KOppessi-
v CriupMeHa yCTaHOBUJI HaJWUdve TPSIMOM CHITbHOM
CBSI3M MeEXIy IMOKa3aTeIsIMU: KauyeCTBO XXW3HU U UTU-
TeJbHOCTh peructpauuu aputmuu (r=0,939), kauecTBO
KM3HU M 4YacToTa mapokcu3MoB Ttaxukapauu (r=0,980),
Kav4eCcTBO XM3HM M YacTOTa MapOKCU3MOB TpereTaHusI
u MepuaHust npencepauii (r=0,935), KauecTBO Xu3-
HU M YacToTa CHUHKOMAaJbHBIX cocTosiHuii (r=0,870),
Ka4yecTBO KM3HU W BBIpaXXeHHOCTh mpusHakoB XCH
(r=0,915), xauecTBO XU3HU U BEreTaTUBHBIE PACcCTPONi-
ctBa (r=0,918), KauecTBO XU3HU U CHUXEHUE ajanTa-
muu (r=0,955), xauectBo Xu3Hu U TpeBora (r=0,915),
KayecTBO KM3HU U acteHust (r=0,879), kauecTBO XU3HU
u nernpeccust (r=0,913), KauecTBO XM3HU W apUTMUU
B TATOJIOTUYECKOM KOJMYEeCTBe TpU 24-9aCOBOM MO-
HutopupoBanun OKI (r=0,943). JlocTroBepHoOii CBsI3U
MeXKIy MOoKa3aTeIsIMM KadyecTBO XM3HU M TI0JT pebeHKa,
Kav4eCTBO XXU3HM U BO3PACT OOJIBHOTO HE BBISIBJICHO.

AHanM3 KayecTBa XKM3HU OOJIBHBIX C Pa3TUIHBIMU
BUJIAMU HapylIeHUN pUTMa Cepila He BbISIBUJ JOCTO-
BepHbIX paznuunii (puc. 4). Hanbosnee BbicOKMe 3HaUe-
HUS TTOKa3aTesisl KaueCcTBa JKM3HU OTMEUYEHBI Y TallueH-
TOB C CUHYCOBOI apuTMHUeE, Hanbojee HU3KUe — y IeTeit
¢ aTpUOBEHTPUKYIIsipHOI 610Kamoi [11 crenenu.

B obcyknmeHUM TOJYYeHHBIX TAHHBIX CIIEAyeT OT-
METUTb, YTO aBTOPOM BIIEPBBIC OIpPENe/IEHbl KPUTEPUU
KOMIUIEKCHOM OLIEHKM KauyecTBa JKM3HM, BKJTIOYAOIINE
CYOBEKTUBHBIE W OOBEKTUBHBIC TOKA3aTeW, KOTOpBIE
MO3BOJISIT MPAKTUYECKUM BpayaM OLIEHWTh KauyeCTBO
KU3HU JIETeil ¢ apUTMMSIMU, OTIPEICTIUTh MPUUUHBI €TO
CHUXXEHUSI, OLIEHUTb 3 (PEKTUBHOCTD JieueOHO-peadbrIn-
TallMOHHBIX MEPOTPUSITUIA Ha Bcex Tamax. [IporoTrumnom
pa3paboTaHHOW METOIMKU TTOCITYKMIa aHKeTa JIJIsT OlleH-
KU KavyeCTBa JKMU3HU B3POCIBIX MALIMEHTOB C apUTMUSIMU,
npennoxenHas P.A. JIlubucom u coasr. [1].

KAPAQMNoJsiorns
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Puc. 4. Pe3yasTaTbl KOMIUIEKCHOI OLEHKH KAYeCTBA KU3HH Jie-
Teil ¢ pa3IMYHbIMUA BUAAMH APUTMHIA.

CCCY — cunapom ciaadoctu curycoporo y3iaa; C-m LQT —
CHHJIpPOM yIIuHeHHOro uHTepBaia Q—7; AB-010kana — apre-
pHOBEHO3HAs 0J10Kaaa; cT — crenelb. (Cocmasneno agmopom)

AHaJIM3 4acTOThI M XapakKTepa Kajo0, MpenbsBlisge-
MBIX JETbMU C HapyIIEHWSIMM PUTMa cepjila, Mmokasall,
YTO aKTUBHO TIPEIBSIBIISUIA KaJOObI TOJHKO TOJIOBUHA
(56,3+4,0%) nanuenrtoB ¢ aputmusmu: 35 (50,7+6,0%)
u3 69 JeTeil ¢ OpraHMYeCKMMU M3MEHEHUSIMU B CEpI-
e, 39 (47,6%+5,5%) u3 82 GOMbHBIX 6€3 OpPraHUYECKOTro
nopaxeHust opraHa u 11 (40,7+9,5%) u3 27 nauueHTOB
¢ XM3HeyrpoxaromuMu aputmusmu. CoriacHo maH-
HeiM M.A. [lIkonsHuKOBOI [20], KaJI0OBI OTCYTCTBYIOT
Y TOJIOBUHBI IeTel ¢ XU3HEYTPOXKAIOIIUMU apUTMUSIMU
BIUTOTb JO Pa3BUTHST TSKEJION NEeKOMIIEHCAIIUU W He-
obpatuMbIx TocnencTBuii. [lpmumHa 3TOTO 3aKiTIOYA-
eTCsT B TOM, YTO apUTMHMM HEPEIKO AeOI0TUPYIOT B paH-
HeM Bo3pacTe, Korga pebeHOK He MOXET TMPeIbsBISTh
OCO3HAHHBIX Xaji006. C TeyeHWeM BpeMEHH MPOUCXOAUT
peMOJeIMPOBAHUE CepAlld, T.. OHO <«HACTPaUuBAETCs»
Ha HOBYIO 3JIEKTPO(PU3NOIOTUYECKYIO CUTyalllio: W3-
MEHEHHBIE YacTOTa CEepACUYHBIX COKpAIEeHWi, cepaed-
HBII BBIOPOC, TTOCIEA0BATEIbHOCTh COKpAIIEHUI KaMep
cepaua. DTo o0yCIOBIMBAET HEOOXOAUMOCTh AKTUBHOTO
cbopa kajjob 1 TpoBeIeHUsI CYObEKTUBHON OLIEHKM Ka-
YeCcTBa XKU3HM Y JIeTel ¢ HapyIIeHUSIMUA PUTMa Cepalia.

Hcnonb3oBaHre COBOKYMHOCTU CYObEKTUBHBIX U O0b-
€KTUBHBIX JAHHBIX ITO3BOJIMJIO TMPOBECTH KOMILIEKCHYIO
OIICHKY KayeCTBa XKU3HM JieTeii ¢ aputMusimu. [Tokasarenn
KOMITJIEKCHOM OLIEHKM Ka4eCTBa KU3HU OBbIITN JOCTOBEPHO
Huxe (p<0,05) mapamMeTpoB CyObEKTUBHOI OLIEHKM. Tak,
10 JaHHBIM KOMIUIEKCHOW OLIEHKW, apUTMHUK COIIPOBO-
SKIATMCh CHIKEHUEM KauyecTBa XKU3HU Pas3IMIHOM CTeTIeHN
y 84,8+2,9% neteit, o JaHHBIM CYOBEKTUBHOM OLIEHKY —
y 48,3+4,1% mnanuenToB. JoctoBepHo damie (p<0,001)
CHIDKEHUE KavyecTBa KM3HU HMMEJIO0 MeCTO Y OOJbHBIX
C OpraHMYECKOI TaTONOTUEN cepala W/Miv pU3HaKaMU
XCH. Beaymmmu npuymHaMKi CHUKEHUs KayecTBa JKU3-
HM SIBUJINCH U3MeHeHUsI caMouyBcTBUs (56,3+4,0%), Ha-
pyLIeHUsT TICMXo3MoImoHanbHoro cratyca (77,51+3,4%),
BeretatuBHast nucyHKums (81,51+3,2%), cCHIKeHUE YPOB-
Hs amantanun (82,8+3,1%), matojornueckre N3MeHeHUs
(bYHKIIMOHAJIBHOTO COCTOSTHMSI CepIeYHO-COCYIUCTON CU-
crembl 110 qaHHbIM DKI, 24-yacoBOro MOHUTOPUPOBAHUS
OKT, nomnepaxokapanorpacdum (84,1+3,0%).
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BbiBoAabI

PaspaboTaHHy0 COOCTBEHHYIO METOANKY KOMITJIEKCHOM
OLIEHK!M KauyeCTBa XXMU3HU XapaKTepU3yeT BBICOKAST YYBCTBH-
TenbHOCTH (86,0% [75,6—93,8%]; p=0,05), ciermpuIHOCTL
(100,0% [94,9—100,0%]; p=0,05), HU3Kasg HOIS JIOKHO-
orpunareibubix (14,0% [6,2—24,4%]; p=0,05) u noxHo-
TTOJIOKUTENNbHBIX TporHo30B (0% [0,0%—5,1%]; p=0,05).
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OPUINHAJIbHBIE CTATbU HE®POJIOrns

JInarHocTdeckasi 3HaYMMOCTDb ONpeie/ieHus IUTOKMHOB MOYH TIPH 3200/1€BAHUSIX MOYEBOM
CHUCTEMbI y JAeTeil

B.U. Kupuanos, H.A. boedanosa, C. ). Huxumuna

BOY BMO «MockoBCKUWIA FOCYAapPCTBEHHbIV MEANLIMHCKMIA CTOMATONIOrMYecknii yHmusepcuteT um. A.. EBookumoBa»
Mwunsgpasa PP, Mocksa, Poccus

Diagnostic value of determination of urine cytokines in children with urinary tract diseases

V.1. Kirillov, N.A. Bogdanova, S.Yu. Nikitina

A.l. Evdokimov Moscow State University of Medicine and Dentistry, Ministry of Health of the Russian Federation, Moscow, Russia

Ienb: onpenesienre MOYeBOii KOHIEHTPALNH HUTOKHHOB /ISl TUATHOCTHKH JIOKAJIN3ALUH BOCHIAJIEHHS] B MOYEBO# CHCTEME, A TAKKe
BbISICHEHHE BKJIA/Ia MEMATOPOB MIMMYHHOI CHCTEMbI B MATOTeHE3 H3yYaeMoii ATOIOTHH.

Oo6caenoBanbl 29 nereii B Bo3pacte ot 2,7 10 11,5 ner ¢ nuenonedpurom (7=16) 1 ¢ HeycTaHOBJIEHHO# JIOKAIM3aIMeii MOYEBOW HH-
texumu wim nucturom (n=13). Konrpoabuyio rpynmy cocraBuim 15 3n10posbix aereii. Coaep:kanue IMTOKMHOB ONpPeIesUIH B yTPeH-
Heil OPIMK MOYH C IOMOIIBIO MYJIBTHILIEKCHOI TexHoorun XMAP ¢ nociiexyiomum nepecyeToM HA KOHIIEHTPALMIO KPEATHHHHA.
Mudexuus MoyeBoii cHCTEMBI COMPOBOKIAIACH JIABHHOOOPA3HBIM HAPACTAHWEM CYMMAPHO# KOHIIEHTPALMH LUUTOKHHOB B Moue,
B 20 pa3 mpeBbIIANOIIEHl HOPMATHBBI y JeTeil ¢ mueoHedpurom. HanGosbuiyio 100 IMTOKHHOB COCTABUI WHTEPJIEHKUH-8.
(MJI-8). HanmeHb1Iuii IPOLEHT B 00LIEi Macce HMTOKMHOB MPUXOIUJICS HA 10J110 MHTepeiikuHa- 10 u unrepdepona-y. Handonn-
1I€ii AMATHOCTHYECKO IIEHHOCTBIO /IS ONpe/ie/ieHHs T0YeYHO# JOKAIM3a UK HHGEKIMH MOYeBOii CHCTEMBI 00J1a1210T NOBbIIIEHHbIE
3HAYEHHs MHTEPJIeiiKnHA-6 1 nuHTepdepoHa-y, a TaKKe OHOBPEMEHHOE HAPACTAHME YPOBHSI ABYX M 00JIee UTOKHUHOB.

Karoueevte caosa: demu, ungexyus mouegoii cucmemslt, NUeAOHePPUM, YUMOKUHBL, UHMePACUKUHbl, UHMePPepor-y, akmop He-
Kpo3a ONYX0AU-0., 2PAHYA0UUMAPHO-MAKPOPALANbHbLI KOAOHUECMUMYAUPYIOUWULL (hakmop.

Ans untuposanus: Kupunnos B.U., borga+HoBa H.A., HukutuHa C. [O. uarHoctudeckas 3Ha4uMOCTb ONpPeaeeHuns LMTOKMHOB MOYu rpuv 3abosieBa-
HUW MOYeBOVi cUCTEMBI y AeTeii. Poc BecTH nepuHaton v neauarp 2016; 61: 5: 82-88. DOI: 10.21508/1027-4065-2016-61-5-82-88

Objective: to determine the urinary concentrations of cytokines for the diagnosis of the localization of inflammation in the urinary
system and to establish the contribution of mediators of the immune system to the pathogenesis of the pathology in question.
Twenty-nine children aged 2.7 to 11.5 years with pyelonephritis (»=16) and the unspecified localization of urinary infection or cystitis
(n=13) were examined. A control group consisted of 15 healthy children. Cytokine levels were determined in the morning urine por-
tion using the multiplex xXMAP technology and then recalculated to the concentration of creatinine.

Urinary tract infection was accompanied by an avalanche-like increase in the total urinary cytokine concentration, which was 20-fold
greater than the reference values in the children with pyelonephritis. Interleukin 8 (IL-8) constituted the highest proportion of cy-
tokines. IL-10 and interferon-y (IFN-y) made up the smallest percentage in the total mass of cytokines. Higher IL-6 and IFN-y
values and a simultaneous increase in the level of 2 or more cytokines are of the greatest diagnostic value in determining the renal site
of urinary tract infection.

Keywords: children, urinary tract infection, pyelonephtritis, cytokines, interleukins, interferon-y, tumor necrosis factor-a, granulocyte-
macrophage colony-stimulating factor.

For citation: Kirillov V.., Bogdanova N.A., Nikitina S.Yu. Diagnostic value of determination of urine cytokines in children with urinary tract diseases.
Ros Vestn Perinatol i Pediatr 2016; 61: 5: 82-88 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-82-88

O6YCJ'IOBJTGHO OTCYTCTBUEM BO3MOXHOCTU OIIPEACICHUA

OOJIBIIIMHCTBA JPYIUX HIUTOKMHOB B IOCTYITHBIX ouosoru-

OCTAaTOYHO 3HAYUTEIBHOE YMCIIO UCCIEIOBAHUM TTO-
CBAIICHO M3YYCHUIO HHUTOKMHOB — PACTBOPUMBIX

TIENITUIHBIX MEMUATOPOB, YYACTBYIOIIUX B TIATOTCHE3e
MHQEKINIT MOYEBON CUCTEMBI, OIpenesicHue KOTOPBIX
MMeeT TUarHOCTUIECKOe 3HaYCHWE B YCTAHOBICHUU TO-
NMuKU TopaxeHuit [1—5]. YkazaHHble pabOThl Kacaauch
JIOCTAaTOYHO OTPAaHWYCHHOW HOMEHKIIATYPhI ITUTOKWHOB:
nHtepieiikuna-6 (MJI-6), narepneiikuna-8 (MJI1-8), nH-
tepreiikuHa- 10 (MJI-10), uatepdepona-y (MPH-y). D10

© KonnekTtne aBTOpOB, 2016
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ckoro yHuBepcuteta uM. A.W. EBroknmoBsa
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YeCKHX 3HAUCHUSIX U3-3a KOPOTKOJIMCTAHTHOTO IEMCTBUS
(ayro-m mapakpuHHOTO 3(pdekTa) [6]. JIub HeMHOTHE
LIUTOKWHBI, BKJItOUasl BBIIIENIEPEYNCIICHHbBIE, COXPAHSIIOT
CBOIO aKTMBHOCTb Ha Tiepudepuu (IHIOKPUHHBIN Me-
XaHU3M), U 0cO00€ 3HAYEHUE B CBSI3U C JIOKAIM3ALMEN
MU3y4yaeMoil MaToJIOTUM TPUOOPETAeT WX ONpelesieHNe
B MOYe.

AnbTepHaTUBHBIE COBPEMEHHbBIC TEXHOJIOTUHU TI0 U3Y-
YEHUI0 IIMTOKMHOB B CylEpHAaTaHTaX MOHOHYKJIeapoB
KpPOBHU TIOJ BIIMSTHUEM TaKMX CTUMYJISITOPOB, Kak (DUTO-
reMarrJlTUHUH, KOHKaHaBaJIMH A, MUTOTEH JIaKOHOCa,
MTO3BOJISTIONINE OLIEHUTD X TOYEYHBIN CUHTE3 [6], He MO-
TYT B TIOJIHOM Mepe CIYXXUTh OTpaxkeHHeM crenrduye-
CKMX OCOOEHHOCTeil MMMYHHOTo oTBeta. [pyroit meron
OLIEHKH JIOKAJIbHOTO CUHTE3a IUTOKUHOB (110 crietndu-
yeckoit MPHK-3skcnpecuu B KeTouHBIX MHUIBTpaTaXx),
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KMpLL/l/lOS B.U. u coasm. HI/IHI‘HOCTI/I‘{CCKM 3HAYUMOCTD ONIPEACTICHUSA HUTOKMHOB MOYHM ITPU 3a00JIEBAHUSIX MOYEBOI CHCTEMBI yﬂCTeﬁ

CBSI3aHHBIA C MOP(MOJOTMUECKUMU UCCIeA0BAaHUSIMU
[7, 8], nuMUTUPOBAH MpPU U3ydyaeMOl MaTOJOTUU OTCYT-
CTBUEM TIOKa3aHWU [JIs1 TIPOBEACHUSI OMOIICHU TIOYeK
y aeTelt ¢ nHgeKIreir MOYeBO CUCTEMBI.

Lenblo uccnenoBaHusi sIBUJIOCH OINpeAeIeHUe aua-
THOCTMYECKOW 3HAUMMOCTUA MOYEBBIX KOHIIEHTpalui §
IIUTOKWHOB y IeTe#l ¢ MH(pEeKIMei MOYeBOI CUCTEMBI.

XapaktepucTtuka peteu U MeToAbl UCCNeAoBaHNSA

B uccnenosanue Bouum 29 nereit B Bo3pacrte oT 2,7
nmo 11,5 ner (meauana 6,2 roma), oOC/eTOBaHHBIX B He-
¢ponornyeckom otneneHun I'bY3 «Jlerckast ropoackast
KJIMHUYecKast 6onbHUIa cB. Bragumupa» Mocksel. Co-
OTHOIIIEHVE MaJIbYUKU:IeBOUKM cocTaBuio 4:25. Ilo-
BOJIOM JUISI TOCTIMTAJIM3AIIMK CIYXXUJIU aKTUBHbBIE TIPO-
SIBJICHUSI WH(MEKINMU MOYEBON CHCTEMBI, Pa3BUBIIUECS
BIIEPBbIE C JABHOCTHIO OT 1 10 14 gHeit (n=18) uim peun-
IUBBI ¢ aHaMHe30M OoJiee 1 roga (n=11). CooTBeTCTBEH-
HO 3TW BapuaHThl THPEKIINU MOYEBOI CUCTEMBI OTHECE-
HBI K «OCTPOMY TEUEHUI0» U «XPOHUUECKOMY TEYSHUIO».

B cooTBeTcTBUMM ¢ AMATHOCTUYECKUMU KPUTEPHUSI-
mu [9, 10] Oblt chOpMUPOBAHBI JIBE TPYIIMBI JETEHA:
1-g rpynma — TalMeHThl ¢ THueloHedputoM (n=16),
U3 HUX y 4 TMalMeHTOB B COYETAHUM C LIMCTUTOM
U 2-5 Tpymnna — naiueHToB (n=13) ¢ Tak Ha3bIBaeMoOIi
HeKJIaccuGUUMPOBaHHON MHGEKIINeld MOYEeBOM CHUCTE-
MBI WJIK LIKCTUTOM.

B pesysnbraTe peHTreHOJOTUYECKOro OOCaen0BaHUSs
B 15 ciyyasix ycTaHOBJIEHA MpPEACyIeCTBYIolas Maro-
JIOTUsI B OpraHax MOYEBOW CHUCTEMbI: Iy3bIPpHO-MOYe-
TouHukoBbIi peduioke (ITMP) I-III crenenu (n=11),
yIBOeHHE MO4YeTOYHUKOB (n=4). COOTHOIIEHHE CTe-
neneit [IMP cocrtaBumno: [IMP I cremenn — 4 pebenka
(B 1 cnyuae ¢ Turiom A pedurokcHoOU HedpomnaTueii),
IIMP II crenenun — 4 (y 1 pebeHka — ABYCTOPOHHMIA),
IIMP III crenenn — 3 pebenka. B cooTBeTcTBUNM C Cy-
IIECTBYIOIIE TEPMUHOJIOTUE HaHHBIM BapuaHT 3a00-
JIEeBaHUSI OTHECEH K OCJIOXXHEHHOW MHGEKIIMU MOYeBOM
CUCTEMBI, a cTydyau 6e3 MpeauiecTByonieil maToJoruu —
K HEOCJIOXHEHHOU MHGEKIIMM Mo4yeBoi cuctembl [11].
KoHTpoabHyto Tpynmny coctaBuIM 15 MpakTUYECKH 3/10-
POBBIX AeTei B Bo3pacte ot 3 yieT g0 10,6 roma (MeanaHa
6,6 TOZ1a) C COOTHOIIIEHUEM MaJTbYMKU:IeBOUKH 2:13.

B yTpeHHeii mopuuy Mo4u ucciieoBaan conepkaHue
muroknHoB — WJI-2, -4, -6, -8, -10, UDH-y, daxropa
Hekposa omyxonu-o. (OHO-a), rpaHymToLMTapHO-Ma-
KpodaraabHOTO  KOJIOHMECTUMYJIUpPYIOIIEeTo  (akTopa
(T'M-KC®). [IUTOKUHBI OMPEnessiiii ¢ TTOMOIIBIO M-
MYHOJIOTUYECKOTO aHaJin3a C MCIOJb30BaHUEM B Kaye-
CcTBe TBepAoil (asbl (QIIIOOPECIIEHTHBIX MMKPOYACTHIIL,
KOHBIOTMPOBAHHBIX ¢ MOHOKJIOHAJIBHBIMU aHTUTEJIaMU
K MICKOMBIM LIUTOKWHAM, Ha ruiatropme IBYJIy4eBOro Ja-
3epHoro aHanuzaTopa BIO-PLEX 200 (Boi-Rad, CILA),
ocHameHHoro miporpamMmoit BIO-PLEX MANAGER,
Bepcus 5,0. [TonyueHHble pe3yabTaThl (MT/MJI) COOTHO-
CWJIVCh ¢ WHAVWBUAYAJTbHBIMU 3HAYEHUSMU KpeaTMHWHA
MOYM (MMOJIb/JT) U BbIpaXaJlUCh KaK Mr/MmoJib Cr.

OrnpeseneHre MPOBOJUIOCH NBYKPAaTHO: B TEPBbIE
2 JOHS TIOCTYIUIEHUSI B CTallMOHAp M CIycTs 2—3 Hen
MpU BBIMIMCKE B MEPUOIEC HOPMaIU3allMyd UM OCTaTOY-
HBIX SIBJICHUIT MoueBoro cuHapoma. MccnenoBanus ocy-
mecTBIIsIM B JabopatopHoM otneine HUUWM megmarpun
Hayunoro ueHTpa 3moposbs aeteii PAH.

YyBCTBUTENBHOCTD (S€) MoKa3bIBaeT, Kakasi OyaeT 10J1st
OOJILHBIX (MMEIOUIMX MPU3HAKKU THeJoHedpuTa), Y KOTO-
PBIX YPOBEHb TAaHHOTO ITUTOKMHA TOBBIIIEH. B ciydae oT-
pUILIATEIBHOTO pe3ysbTaTa (HU3KUX 3HAYEHU I 1IUTOKUHOB)
HaJinuure nieoHedpuTa MaoBeposTHO. CrieinprIHOCTh
(Sp) — cnocoOGHOCTh MPU OTCYTCTBUM MPU3HAKOB MUENO-
HedpuTa HEe JaBaTh JIOXKHOIIOJIOXKHUTEIBHBIX PE3yIbTaTOB
(TTOBBILLIEHHBIX TTOKa3aTes el IIMTOKMHOB).

Craructuueckasi o6pabdoTKa MOJYYEHHbIX TaHHBIX
MPOBOAMJIACH TIPYU TTOMOIIY TTPOrpaMMBbI «Statistica 6,0».
TTockonbKy pacnipeneseHue ypOBHS IUTOKWUHOB HE OBLIO
HopMmabHBIM (110 KpuTeputo Kommoropoa—CMupHO-
Ba), pa3IMaus MeXJ1y TPYIIaMu OTPeAeIsiiv ¢ TTOMOIIBIO
Henapametrpuieckoro tecta Kpackana—Yoinuca u ¢ uc-
noJib30oBaHMeM kKputepusi ManHa—YurHu. it olieHKu
CBSI3U MEXJY OTHCIbHBIMM TOKa3aTeIsSIMU TIPUMEHSIIICS
ko3 duIMeHT paHroBoit koppensiunu CTpoyMeHa: Tipu
r<0,25 — cnabas koppensuus, r=0,2—0,7 — ymepeHHasl,
r>0,7 — cunbHas. [1pu nmpoBepkKe CTaTUCTUYECKMX TUTIO-
Te3 3HAUMMbIe pa3andus cuutaauck npu p<0,05.

Pe3ynbTathl

IIpu oGcnenoBaHUM KOHTPOJILHOM TPYMITbI MeauaHa
mutokuHoB MJI-2, NJI-4, ®HO-o u NJI-6 Obl1a MeHb-
1€ HUKHETO Topora 4yBCTBUTEIBHOCTU MCITOJb3YeMO-
ro Metona. MJI-6 naeHTUGUIIMPOBaH B MOYe y 3 JeTeld,
a UOH-y — y 6 nereit. UJI-8, NJI-10, TM-KC® ompe-
NEJISTACH y BCeX JIeTeld KOHTpoJIbHOM rpyrinbl. [Tpenesnb
HOpPMaJIbHbIX KOJEOAHUI IIMTOKUHOB B MOYE B MOCIEIY-
IOIIEM YYUTBIBAIUCH MPU OLIEHKE ITOKa3aTesieil y nerei
¢ nHpEKINEH MOYeBOM CUCTEMEL.

CyMMapHO y MallMeHTOB C WH(peEKUneir MoueBOi
CUCTEMBI, KaK U B KOoHTpoJibHOW Tpyrme, WJI-2, NJI-4
u ®HO-y onpenensiiuch COOTBETCTBEHHO Y 13 1 16 meteit
(y 2 1 4 ipu IepBOM M BTOPOM KcciienoBaHum). B Tado. 1
MPUBEJIEHBl CPAaBHUTEIbHBIE PE3YJIbTaThl OMpPEneIeHUS
YPOBHSI IMTOKMHOB B MOYe y MauueHToB 1-ii (rmeno-
HedpuT) U 2-1 rpynn (OTCYTCTBUE MPU3HAKOB BOCHaJIe-
HUSI TTIOYEYHOU MapeHXUMBI).

TToBbllIeHHBIE TIOKa3aTean ypoBHsa WMJI-6 HaGmona-
Jich y aeteii 1-i rpynmel (ueaoHedpUT) Mo CpaBHEHUIO
co 2-ii TpyImo#, rae MearuaHa 3HauYeHUid pacriojiarajach
HUXe Mpefesia YyBCTBUTEIbHOCTU. lOCTOBEpHOE Ipe-
BBIIIIEHWE HOPMATUBOB KacaJloCh BCEX OCTaJbHBIX IIM-
TOKMHOB y maiueHToB 1-ii rpynnsl (p<0,05...<0,001),
3a uckmoyeHnem MOH-y (p<0,05...<0,01). 3naunmo
OoJIbIlIME BETMYMHBI KOHIIEHTPALIMM LIUTOKMHOB B MOYe
npu TesoHedpUTe IO CpaBHEHUIO €O 2-i TpymIon
(6e3 muenoHedpuTa) oT™MeueHBI B oTHoIeHu ' M-KC®
(r<0,02) m UDH-y (p<0,02). YV mereit 1-if Tpymmsl
¢ nuesoHedpuToM obpaliaio BHUMaHUE COOTHOLIEHUE
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OPUINHAJIbHBIE CTATbU HE®POJIOrns

Tabauya 1. KoHneHTpanusi MOYeBbIX IUTOKMHOB Y 00CJI€I0BAHHBIX JAeTeil

LiuToknuH 1-st rpyrima (n=16) 2-s1 rpynma (n=13) P, Kontpoms (n=15)
nJ-6 5,806 (0—15,344) -~ (0-10,401) — -~ (0—1,008)
Yacrora unenrucdukanuu, n (g) 9 (0,56) 4(0,31) 4(0,31)
YacroTa MOBBIIIEHHBIX KOHLIEHTpALUA, 7 (q) 6 (0,38) 1 (0,08) 1(0,08)
-8 36,225 (0,2—181,2)* 7,846 (0,052—28,583)  <0,05 1,299 (0,025—2,118)
Yacrora uaeHTHU(UKALIUH, 7 (q) 16 (1,00) 13 (1,00) 15 (1,00)
YacToTa MOBBIIIIEHHBIX KOHIIEHTPALINIA, 7 (q) 12 (0,75) 8 (0,63)
nJI-10 0,288 (0,082—0,942)** 0,182 (0,068—0,405)* — 0,082 (0,044—0,200
Yacrora uneHtudukanuu, » (q) 16 (1,00) 13 (1,00) 15 (1,00)
Yacrora MoBbIlLIEHHBIX KOHLIEHTPALUi, # (g) 12 (0,75) 3(0,23)
I'M-KC® 4,387 (1,100—14,525)** 1,853 (0,763—4,315)** <0,02 0,914 (0,422—1,921)
YacToTa uneHtudukanum, z (q) 16 (1,00) 13 (1,00) 15 (1,00)
YacToTa MOBBIIEHHBIX KOHLIEHTPALIMA, 7 (q) 9 (0,56) 5(0,38)
N®DH-y 0,233 (0—0,802) 0,033 (0—0,125) <0,02 0,070 (0—0,210)
Yacrora nneHTHdUKALWH, 71 (g) 9 (0,56) 7 (0,54) 6 (0,40)
YacToTa MOBBIIIEHHBIX KOHIIEHTpAIUii, # (g) 5(0,31) —
WIJI-10/UOH-y 1,24 5,52 — —

IIpumeuanue. KoHLeHTpaL sl TUTOKUHOB B Ir/MMouib Cr, Me (min—max).

~ — MenuaHa MEHbIIIE HUXKHETO npenecia 4YyBCTBUTEJIbHOCTU.

P TI0 CPABHEHMIO ¢ KOHTPOJIbHOM rpymmnoii: * — p<0,02; ** — p<0,01; # — p<0,001.

NJI-10/UOH-y, paBHoe 1,24 U MpaKTUIECKNA OTUHAKO-
BOE B CPaBHEHUM C HOPMOM, UTO OBLJIO CBSI3aHO C TTapai-
JISJIBHBIM HapacTaHWEeM COIepXKaHWS B MOYe OOOUX ITU-
TOKMHOB. Bo 2-if TpyIiie TaHHBII MOKa3aTe b IPEeBbIIIAT
KOHTPOJIbHBIE 3HAYEHUs IMOYTH B 5 pa3, TJIaBHBIM 0o0Opa-
30M 3a c4eT Hu3Koro ypoBHss MDH-y.

[IpeBbilIeHe HOPMATUBOB OTMEYAJIOCH Yallle y Iie-
Teil ¢ muesoHeppuToM M, eciu oTHocuteabHOo WMIJI-8
nu I'M-KC® ono ObUTO HecyimecTBeHHBIM (¢=0,75,
q=0,62 u ¢=0,56, ¢=0,38 COOTBETCTBEHHO), TO IO JIPY-
MM IIUTOKWHAM WMEJTN MeCTO OoJiee 3HAUNTETbHBIE pa3-
Juusi. B yacTHOCTH, BRICOKME 3HAYEHUSI KOHLIEHTpALIMU
WNJI-6 3apeructpupoBaHbl y 1/3 mamueHToOB -1 TPYIIIBI
(¢=0,38), a Bo 2-ii rpyrine — TOJbKO y OHOTO OOJIbBHOTO
(¢=0,08); mouTu B 3 paza yaiiie Tpu NMueJoHeDpUTE Mo-
BeItancs yposeub MJI-10 (¢=0,62 u ¢=0,23), a ypoBeHb
N®H-y 6bu1 yBeMYEH TOJNBKO B CIyyae HAIWYMS TIpU-
3HAaKOB BOBJIEUeHUs nmoueyHoii Tkanu (¢=0,31).

IToBbIIIEHHBIE KOHLIEHTPALIMU U3y9aeMbIX IUTOKWUHOB
OBITN 3aPETUCTPUPOBAHBI TTO OMHOMY WJIU TI0 HECKOIBKUM
nokazareisiMm (puc. 1). CymmapHo mipu muenoHedpure
18 4
16 -
14 4
1 4 M OtcyTcTBMe NOBbILIEHNA

B Mo 5 nokasatenam
107 M Mo 4 nokasaTtenam
= n—-q=15-0,94 ¥ Mo 3 nokasaTtenam
M [lo 2 nokasaTtenam
n—-q=9-0,069 —
H Mo 1 nokasaTtento

2 -

0 -

1-a rpynna 2-a rpynna

Puc. 1. YacToTa NoBbINIEHHBIX 3HAYEHUII IITOKHHOB B MOYeE Y Jie-
Teii ¢ madeknueii MoueBoii cuctemsl. (Cocmasnero agmopom)

OHU OTJIMYAIMCh OT HOPMBI y 15 u3 16 meteii (¢=0,94)
U yalle 1o JAByM U OoJiee IIUTOKMHAM. Y MallMeHTOB C OT-
CYTCTBHEM TIOUEYHOTO BOCIAJICHUSI BBICOKME 3HAUYCHUSI
KOHIIEHTPAIIMY IIUTOKMHOB B MOUYE B COBOKYITHOCTH OBbLITU
ycTaHoBNieHBl B 9 u3 13 Habmonenuit (¢=0,69): y 5 nme-
Teil — IO OJHOMY LIUTOKUHY, Y 4 — 1o TpeM. B ortiuuue
OT JeTeil 1-if Tpymnmbl He OBUIO OTMEUYEHO TOBBILICHUS
KOHIEHTPALIMX OMHOBPEMEHHO JIBYX, YE€ThIPEX U TISATH 11 -
TOKMHOB.

PaccMoTpeHue TMPOLIEHTHBIX JIOJIEH  ITUTOKWHOB
B CyMMapHOM WX KOHIIEHTpAllMM BBISIBUJIO OTIpe/ieieH-
HbIe 3aKOHOMepHOCTH (puc. 2). Hannune nndexkumnm mo-
YeBOIl crucTeMbl 0e3 SIBHBIX TTPU3HAKOB BOCIAJIEHUs Tia-
PEHXUMBI TIOUEK COTIPOBOXIATIOCH Ha (pOHE YMEPEHHOTO
HapacTaHMsl OOIIEro coAaepXaHWs ITUTOKMHOB B MoOYe
(p>0,05) camxenveMm gomu UDH-y (B 10 pa3), TIM-KCD
(B 2 paza) u NJI-10 (rmoutn B 2 paza) ¢ yBeJIUUYEHUEM
nporeHTHOro BKIana MJI-8 (B 1,4 paza). [1pu pazsutuu
nuejaoHedpuTa npoucxonwio 20-KpaTHOE TI0 CpaB-
HEHUIO C HOPMOM HapacTaHue CyMMapHOTo coiepKa-
HUST LIMTOKUHOB B Move 1 yBenudeHue pomn [TH-KCD,
WJI-6. Jona UDH-y u NJI-8 B MPOIIECHTHOM OTHOIIICHUN

KoHTponb 2-a rpynna 1-arpynna

299

mNN-8  mUI-10 mnn-8  mUI-10 mnN-8  mUI-10

TM-KC® B UDH-y TM-KCO m UDH-y TM-KC® B UDH-y
mUnn-6
§=9,910 r/mmons/Cr S§=46,923 nr/mMmmons/Cr

p<0,02

§=2,364 nr/mMmons/Cr
p>0,05

Puc. 2. CiekTp MOYeBBIX UTOKMHOB NMPH WH(EKIUN MOYeBOii
cuctembl y iereii (B %). (Cocmasnerno aemopom)
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He MpeTeprieBago CylIeCTBEHHbIX U3MEHEHUI B CpaBHE-
HUU ¢ 1eTbMU 2-1i Tpymbl (0e3 muesoHedpuTa).

3HAUMMOCTb TMOBBIIIEHHBIX ITOKa3aTejael MCciemy-
€MBIX INTOKUHOB B MOUY€ B Ka4eCTBE JTUArHOCTUYECKUX
MPU3HAKOB THeloHedpuTa Moka3aHa B Tadm. 2. Uys-
CTBUTEBHOCTD TAaKMX ITUTOKWUHOB, Kak NJI-6 1 UOH-y,
oKazajach JOCTAaTOYHO HU3KOW BBUIY CPaBHUTEIBHO
peaKkoro OOHapyKeHUsI WX TOBBIIIEHHBIX 3HAYEeHWH,
HO B cjlyyae HaJW4us TOCJIeIHUX BEPOSITHOCTb MUEJIO-
HedpuTa ObLIa JOCTATOUYHO BedMKa (Crielu@uUIHOCTh
62,07 n 62,07%). Hapactanue yposus WMJI-8, WJI-10
n I'M-KC® nocuno 6oiee CyIIeCTBEHHBIN XapaKTep
B KaueCTBE JOTIOJIHUTEIbHBIX KPUTEPUEB MreToHehpUTa
(ayBcTBUTENBHOCTD 75,00, 62,50, 56,25% COOTBETCTBEH-
HO), U UX CIeUMDUIHOCTb Obla OJIM3Ka K MoKa3aTessiM
MpeABIAYIINX UTOKMHOB. HambobIineit guarHocThye-
CKOW 1IEHHOCTBIO 00J1a/1aJI0 TIOBBIIIIEHNE B MOY€E YPOBHSI
IBYX W OoJyiee IUTOKWHOB (UyBCTBUTEIbHOCTH 81,25%;
crietuuaHoCcTh 75,86%).

V nereii ¢ oClOXHEHHOW WHGEKIMeil MOUeBOil cu-
CTeMbl HapacTaHWe CONEpXKaHWsI LIMUTOKMHOB B MoOue
BCTpeuajaoch valle, ocobeHHOo B oTHoueHun 'M-KCO
(B 3,5 paza) u UJI-6 (B 2,4 pa3a). Tem He MeHee HOCTO-
BEpHBIE pa3Iuuus MoKa3aTeiell KOHIIEHTpaluy 3aperu-
CTPUPOBaHKI TOJBKO B oTHOIIeHUH [M-KC® (p<0,02).
CoorHomenne WJI-10/MH®-y 6buto  3HAUYNTETHHO
BBbILIE Y JETe C HEOCTOXHEHHON MHMEKIIMel MOUeBO
cuctemsl (6,88) O cpaBHEHWIO ¢ TAITUCHTAMM, UMEIO-
IIUMHA TPEJCYIIECTBYIOIIYIO MaTOJOTUI0 OPTaHOB MOYe-
Boii cucteMmsl (1,84).

WccnenoBanue B3aMMOOTHOIIEHUST YPOBHS IIUTOKHW-
HOB MOYM B 00l1Ieii rpyIine aereii ¢ MH(eKIueir MouyeBoii
CUCTEMbl TMOKA3aJI0 CWIbHYIO OOpaTHYIO KOPPEJSIHUIO
conepxanuss MH®-y ¢ yposaem NJI-6 m NJI-10 (puc. 3).
CunbHasl TIOJOXUTENIbHAsE KOppPeJsiiusl MMesila MeCTO

R=28

R — koadduipenT Koppersiun
JocrosepHas (p<0,01; p<0,05; p<0,02; p<0,05; p<0,02; p<0,02)
————————— Henocrosepnas (p>0,05; p>0,05; p>0,05)

Puc. 3. KoppensTuBHbIE CBSA3M YPOBHS MTOKMHOB MOYM IIPH HH-
ek MoueBoii cucrembl 'y aereii (n=29). (Cocmasnero
asmopom)

Mexny ypoHeM WMJI-10 u yposHem 'M-KC®. Iloo-
SKUTEJIbHBIE CBSI3W 3apeTMCTPUPOBAHBI MEXIY YPOBHEM
WNJI-8 u yposHem T'M-KC® u WUJI-6 (criibHast Koppesi-
1us), a Takke ¢ yposHem MJI-10 (ymepeHHast koppeJisi-
1ust). OcTanbHbIE B3AUMOCBSI3W HOCWIJIM HETOCTOBEPHBIIA
XapakTep.

006cyxaeHue

IIpoBeneHHOe MccienoBaHue y neTell ¢ MHpeKuunei
MOYEBOU CHUCTEMBI YCTAHOBWJIO MOBBIIIEHUE CyMMap-
HOW KOHIIEHTPAIlMM LIMTOKWHOB B MOYE, JOCTUTAIOIIEE

Tabauya 2. lmarnocTHyecKasi IEHHOCTD ONpe/ieieHus IIMTOKWHOB B MOYe NpH NuejioHedpure

1- 2- o
LHurokun (HHeHO:eI;;gEf)a =16 nnenglfgggll::;) ;3= 13 YyscrBuTenbHOCTh, %  Crienmdudnocts, %
nJI-6: i) 6 1
37,50 62,07
N 10 12
WJI-8: i) 12 8
75,00 58,62
N 4 5
NnJI-10: 1 10 2
62,50 75,86
N 6 11
I'M-KC®: T 9 5
56,25 58,62
N 7 8
UPH-y: 1 5 _
31,25 62,07
N 11 13
Bce 2u> 13 4
LIUTOKWHBI: 5 9 81,25 75,86

IIpumeuanue. T — ypoBeHbB MOBBITIIEH; N — HOpMA.
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20-KpaTHO 3HAYMMOCTU TPU TOpPaKEHUN TOYEUHOM
MapeHXUMBbI, YTO SIBJISIETCSI CBUICTEIHCTBOM BOBJICUEH-
HOCTM MEAMAaTOPOB UMMYHHOI CHCTEMBbI B MEXaHU3MbI
BOCTIAJIEHUSI OPTaHOB MOYEBOI cucTteMbl. MenuaHa Te-
ctupyembix MJI-2, NJI-4, ®DHO-o Haxoaniach HIKe TO-
pora 4yBCTBUTEJbHOCTU UCIOJb3yeMOro METO/a, YTO CO-
rJlacyeTcsli ¢ pesyJibTaTaMU  OTpe/iesIeHNs] yKa3aHHBIX
IIMTOKMHOB B CBHIBOPOTKE KPOBU Y JIETEil C OaKTepuaib-
HbIMU MHDeKmsIMu [12].

BrisiBieHHOe TOBBIIIEHWEe KoOHLEeHTpaunu MJI-6
y nereil ¢ mueaoHe(pUTOM, B OTJIUYME OT TAIIMEHTOB
¢ HekJaccuduuupyemMoii MH(pEKIrelr MO4YeBOW CHUCTe-
MbI WIN LIUCTUTOM (JIMIIb B OMTHOM CJTy4yae), MOXET CIIy-
KUTh JTOTIOJIHUTEIbHBIM JUAarHOCTUUECKUM KPUTEPUEM,
YTO CO3BYYHO C 0ojiee paHHUMM MCCIEIOBaHUAMH |3, 5,
13, 14] u oTpaxkaeT BbIpaXXeHHOCTh TyOYJTOMHTEPCTULIN-
aJlbHBIX M3MeHeHuit B mouke [15]. [latoreHetnueckoe
yuactue MJI-6 B mopaxkeHWH TTOYEK, BEPOSITHO, CBA3aHO
C BJIMSIHUEM (COBMECTHO ¢ TpaHC(HOPMUPYIOIINM (DaK-
TopoM pocTta-f) Ha nuddepeHimposky T-xennepos-17,
OTBETCTBEHHBIX 3a WHQMWIbTPALIMIO BOCIAIUTEIbHBIMU
KJIETKaMU Y TKaHEBYIO JeCTpyKLnio [16].

B pesynbrare GakTepuaabHOU aare3uu Ha SMUTETUN
Mpy MTHPULMPOBAHUU MOYEBOTO TpakTa momumo MJI-6
0CBOOOXIAaeTcsl APYroil TMPOBOCIAIUTENbHBIA  IIUTO-
kuH — MJI-8 [17], obecrnieunBarInii MUTPALIAIO JIEHKO-
LUTOB 1 (hOpMUpPOBaHNE KJIIETOUHOTO MHpMIbTpara [18].
B coGcTBeHHBIX HAOMIOEHUSAX OTMEUEHO 3HAUUTEIbHOE
yBenmdyeHue koHueHTpauuu MJI-8 B moue, uro cornacy-
eTcsl ¢ JaHHBIMU Apyrux aBTopos [13, 19]. Tem He meHee
HE TIPeICTaB/ISIETCS BO3MOXHBIM OTHECTH YyKa3aHHBIN
IIMTOKMH K MapKepaMm ITOYeYHOTO TOpaKeHUsI BBUIY
MPUMEPHO OJWHAKOBOW YaCTOTHl BBICOKMX 3HAYEHUIA,
HE3aBUCUMO OT JIOKaJU3aluu UH(PEKIUN MOYEBOW CH-
cTeMbl M Majoi creiupUIHOCTU JaHHOTO TecTa, XOTs
nmo craructuke ypoeHb WMJI-8 B mMoue ObLT 3HAYMMO
BBbIILIE MPU THeJOHedpUTe. DTOT BBIBOA MOATBEPKIACT-
csl HaOJIoIeHUIMU 00 OTCYTCTBUU CBsI3U ypoBHsT MJI-8
C BBIPAXEHHOCTBHIO TYOYJTOMHTEPCTUILIUAIBHBIX M3MEHEe-
HUi Tovyek [15] u B omnpeaeseHHO CTeNeHU MPOTUBO-
peuYnT TOYKE 3peHHUs] Ha ero 3HaueHue B KayecTBe Tpe-
NUKTOpa TpOrpeccupoBaHusi Hedpockiepo3a y AeTei
CO BTOPUYHBIM TTHeIoHeDpuTOM [2].

TpeTtuii U3 MpoOBOCHANUTEIbHBIX ITUTOKMHOB —
I'M-KC® obHapyxeH HaMU B MOUe JieTel ¢ MHpeKIme
MOYEBOI CUCTEMBbI BIIEPBbIE, U MOBBIIIEHHbIE 3HAYCHMS
ero KOHIIEHTpaluMuu ObLIM B OOJbIIEH CTENeHU Xapak-
TepHbI Uil nueaoHedpuTa. JJaHHBIN ITUTOKUH TMPOIY-
LIUPYeTCsl JIOKAJTbHO TIOfA BO3IEHCTBUEM JIMITOCAXapuia
rpaMOTPUIIATEIbHBIX HETaTUBHBIX OakTepuii [15] u BbI-
MOJTHSIET POJIb POCTOBOrO (hakTOpa JIEHKOIIUTOB, MOHO-
IIUTOB, NEHTAPUTHBIX KjeToK [20, 21]. MmeHHO 3TH
cBoiictBa [M-KC®, nmo-BuanMomy, 00yCIOBINBAIOT €T0
yJacTHve B YCUJIEHUM BOCTIAJIMTEILHOTO OTBeTa HA MH(U -
LIUPYIOIIIME MOUEBOI TPAKT ypONaTOTEHBbI.

YpoBeHb NMPOTUBOBOCIMANUTEIBHOTO HUTOKWHA
MJI-10 okazajicsi TOBBIIIEHHBIM HE3aBUCUMO OT CTETIEHU

OPUINHAJIbHBIE CTATbU HE®POJIOrns

BOBJICUEHHUSI B TMATOJIOTMYECKUI MpoIlecC MOYeYHOH Ta-
PEHXUMBI, XOTSI YaCTOTa BCTPEUYAEMOCTH €0 YBEJIMUEHHBIX
KOHIIEHTpaLIMit Oblia B 3 pa3a BbIlIe Y JIeTeil ¢ iesoHed-
putoM. OH BBITMOJTHSIET TPOTEKTUBHbBIE (DYHKIIUM IO TIO-
JABJIEHUIO UMMYHOITaToJIOTUN [22], a TakKe BOCTIAJIUTEb-
HOTO TIpoliecca B MEXYTOUHOI TKaHM mouek [23], u ero
conepXaHue B MOYe CHMXKAETCs 110 Mepe HapacTaHusI TyOy-
JIOMHTEPCTULIMATIBHBIX U3MeHeHul [4, 15, 24, 25].

C npyroit croponsl, MJI-10 criocobeH cHuXaTh pe-
3MCTEHTHOCTh B OTHOIIEHUW MHOTMX TaTOTeHOB [22]
U CTOMKOE HapacTaHWe 3HAaUeHUI ero MO4YeBOi KOHIIEH-
TpallMd YCTAaHOBJIEHO Yy JeTeil C XPOHUYECKUM IHEeJIO-
He(hPUTOM B OTJIMUKE OT MAIMEHTOB C HEUH(PUIIUPOBAH-
HBIMY aHOMAJTUSIMU Pa3BUTHSI TTOYEK WIIW LIMCTUTOM [26].
IToatomy Hevitpamm3anus MJI-10 moxeT oka3aTbCs LIEH-
HBIM CPEJICTBOM YCUJICHUSI UMMYHHOTO OTBETa TPU XPO-
Huvecknx nHPexkuusx. [IpumevyaTenbHO, UTO MPOIYKIIMS
WJI-10 HapacTaeT nmpu MHCTUJUISILIUA MOYEBOTO TTY3bIPST
JIUTIOCAXapUIOM KUIIEYHOW Tajgouku [27], a ToBbIlIe-
HUE ero coliepXXaHUsl B MOUYe OOHApYKEHO y IeTeil ¢ ped-
JIFOKCHOM HedponaTueii [1, 28].

Yacrora wmpentndukaumun WDH-y, obmamatomiero
(GYHKUIMSIMU TIPO- W TIPOTMBOBOCHAIMTENIBHBIX IIUTO-
KWHOB, Obla MPUMEPHO OAMHAKOBOM KaK y 3M0POBBIX
JeTeil, TaK M y TAlIMEHTOB C pa3JIMYHbIMM BapvMaHTaMU
nHbeKkun MoueBoil cuctembl. [loBblllieHUE YpPOBHS
NO®H-y B MoYe BCTpeyasoch TOJMBKO TPU THUETOHED-
pute (B 1/3 ciyyaeB), mpu 3TOM 3HauY€HUs TAHHOTO
LIMTOKMHA JOCTOBEPHO TIPEBBIIIAIIM TIOKAa3aTeau y Je-
Teil 6e3 MPU3HAKOB BOCIAJICHUS TTOYEYHOU TKaHU. DTU
pe3yJibTaThl B OMpPENeJIEHHON CTEeTeHU MPOTUBOpeYar
JIPYTOMY UCCJIEIOBAHUIO Y IETEeil C XPOHUUECKUM THUET0-
HedpuroMm, B koropoM MPH-y takke ObUT MaeHTUGDU-
LIMPOBaH B MOY€, HO €r0 YPOBEHb IOCTOBEPHO HE OTJIU-
yajicst OT HOpMaTUBOB [29].

N®H-y, mponykt T-xemmepoB 1-ro TWma, Haxo-
JIUTCSI B KOHKYPEHTHBIX B3anMooTHoleHusx ¢ UJI-10
u3 cemeiicta T-xenmepoB 2-ro TUIIA U OTIPeesisieT pa3-
BUTHE UMMYHMTETA T10 KJIETOYHOMY ITyTH C aKTUBallUEi
AHTUTEHTIPE3CHTYIOINX UM (aroluMTapHbIX QYHKIMWI
Makpo@daron, a Takxke UX MUKPOOUIIMIHOTO MOTEHIIA-
Jla yepe3 UHAYKIUIO «KUCJTOPOAHOIO B3pbIBa», TEM Ca-
MBIM UTpasi BaXKHYIO pOJib B PE3UCTEHTHOCTU KO MHO-
rum 6akrepusm [30].

IlpyHuMasi BO BHMMAaHME pEryJsITOPHYI pOJib
T-xnetok, nponytumpyoommx WUJI-10 m UDPH-y, B pe-
3UCTEHTHOCTU K MHGEKIIUU WIN €€ NMepCUCTUPOBAHUNU
[31], uenecooOpa3HO B OlLIEHKE MMMYHHOTO CTaTyca
paccMaTpuBaTh COOTHOIIEHWE JAaHHBIX IIMTOKWHOB,
B HopMe Osuskoe K 1,0 [32]. BoisiBiaeHO, 4TO y OOJIBHBIX
C CerNCcHUCOM MCXOIHO 3TOT MoKa3aTes b MPEeBBIIIal eIu-
HUILy B OCHOBHOM 3a cUeT yBeJnueHus npoaykimu NJI-
10, a Mo Mepe BBI3IOPOBJICHUSI WJIU TIPU UCITOJIb30BAHUN
MMMYHOMO/YJISITOPOB 3HAYUTEJIbHO CHUMIXKAJICSI B CBSI-
31 ¢ HapactaHueM KoHueHTpaunu MH®-y B ommune
OT TPYIIbl CpaBHEHUsI, TA€ OH TPOAOJIKAI CHUXKATHCS
[32, 33].
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B coOGCTBEHHBIX MCCIENOBaHUSIX COOTHOIIEHUE
WNJI-10/UOH-y okazanock OMM3KO K HOPMAaTUBaM
Mpu TIHeJIoOHedpUTe B OTIMYME OT TAllMEHTOB 0e3 JIo-
Kajau3aluuyd MOYeBOM WMHMEKIMM B MOYKax; y IMOCem-
HUX OHO OBLIO TOYTHU B 5 pa3 BhIIIE, IJIABHBIM 00pa3oM
3a cueT cHKeHHoro ypoBHsS MH®-y. Ha Hamn B3man,
yKa3aHHas 3aKOHOMEPHOCTb OTpaxkaeT OOoJbllyI0 Ha-
MPSIKEHHOCTh B CJTyvae MOYEeYHOTo BOCIIaJeHUsI TIEpBOM
¢as3pl aHTHOAKTEPHUATbHOTO MMMYHHOIO OTBETa C Tpe-
obnananueM yHkuuii T-xennepoB 1-ro tumna, Tem 60-
Jjiee 4yTo B Tpyrme 0e3 muesoHedputa yposeHb MJI-10
B MOYe 3HAYMMO He OoTJinvajcs. B To e BpeMsi maHHbIe
U3MEHEHUsI MOTYT CO3/1aBaTh MPEANOChUIKA K Pa3BUTUIO
WMMYHOIIaTOJIOTUU C UCXOAOM B He(dpPOCKiepo3 BBUAY
aKTUBALIMM KJIETOYHBIX MEXaHU3MOB, OTBETCTBEHHBIX
3a IIMTOTOCKUYHOCTD 1 aTloITO3.

3akntovyeHune

Takum 00pa3zoM, HaMM YCTAHOBJIEHO, UTO TIPU MHE-
JioHedpuTe nMeeT MecTo 20-KpaTHOE HapacTaHUE CyM-
MapHOI KOHIIEHTPAIlMY U3y4aeMbIX IMTOKUHOB B MOUE
¢ HaubonbmuM BkiagoMm MJI-8, xoTsa yacrora ero rmo-
BBIIIIEHHBIX 3HAYEeHW# Majio OoTJuvYajach OT CllydyaeB
¢ HekJlaccuduipyeMoilt nHgeKInelr MoYeBol cucre-
Mbl. BeTpeuaemocTh BeIcoKuX mokasaTeneit [TM-KCO,
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BTOPOTO TIO JTOJIe B IIMTOKMTHOBOM CIIEKTPE MOYM, ObIIa
MPUMEPHO OAWHAKOBAa B paccMaTpUBaeMbIX TPYIIax,
HECMOTpsT Ha OoJiee BBICOKWI YPOBEHB TIPU TTHENIO-
Hedpute. Comepxkanue MJI-10 B Moue 3HAYUTEIIHLHO
yaiie (6oJjiee yeM B 3 pasa) MOBBIIIAIOCH MPU TTUEJIO-
HedpuTe, YeM Yy OOJIbHBIX 0€3 TaKOBOTO, YTO CBUJIE-
TEJTBCTBYET O BBICOKOUW TUArHOCTUYECKOW IIEHHOCTH
aToro nokasaressi. HecMoTpst Ha OTHOCUTENbHYIO pel-
KOCThb TOBbIIIeHUsT KoHueHTpauun WMJI-6 m UPH-y
npu nuesoHedpute (MpuMepHo y 1/3 maiMeHToB), OHU
0o0Jlafai BHICOKOW KIIMHWYECKOW 3HAUYMMOCTBIO, TaK
Kak B cliydae HeKlaccupuumpyeMoid THPEKIIUT MoJe-
BOI CUCTEMBI TTOIOOHBIE 3HAUCHUSI TUOO HE PETUCTPU-
poBaynck Boobmie (MPH-y), mubo obHapyKUBaIUCh
B eAMHUYHOM HabOmoneHnun. Camas BbICOKast UyBCTBU-
TEJBHOCTb M CIEeU(UIHOCTh U3y4aeMbIX ITUTOKMHOB
Kak KpUTepueB nreoHedprTa HabMoqamach Ipyu Ha-
pacTaHuU MPONYKIIMHU ABYX U3 HUX uiau 6onee. OcobeH-
HOCTH ITUTOKWHOBOTO aHAJM3a MTO3BOJISTIOT PaCIIuPUTh
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TybepKyse3 u conmyTcTBYIONIME 3a00/1€eBaHusA Y JAeTeii BO BDeMEHHOM W BO3PACTHOM aCIeKTax

M.A. Pomanosa', O.B. Aumonos’, A.B. Mopowix', E.A. Mepko?

TBOY BIMNO «OmMckunii rocyaapCTBEHHbIN MEOVNLMHCKWIA YHUBEPCUTET»;
2KY300 «CneunannavpoBaHHas aetckas TybepkynesHas knvmHmudeckasa 6onbHuua», Omck, Poccus

Tuberculosis and comorbidity in children in time and age aspects

M.A. Romanova’, O.V. Antonov', A.V. Mordyk', E.A. Merko’

'Omsk State Medical University; 2Specialized Children’s Tuberculosis Clinical Hospital, Omsk, Russia

Ileab paGoTbI: OEHUTHh CTPYKTYPY KIMHUYECKUX (hOpM TyOepKyJe3a U COMYTCTBYIOIIEN MATOJOTHH Y IeTeil BO BPEMEHHOM U BO3-
PACTHOM acmeKkTaX. Bbiaesnensl 4 rpynmsl aeteii, 3a601eBumMx Tyoepkyiae3oM B mepuon 1995—1999 rr. (n=149), 2001-2005 rr.
(n=429), 2006—2010 rr. (n=385)u 2011-2015 rr. (n=350).

W30mmpoBanHoe MOpaXKeHNs] OPraHOB JbIXaHHs TyOepKyJe3oM BcTpeuasioch B 1-ii rpynme B 96,6% ciyuaeB, Bo 2-ii — B 83%,
B 3-it — B 87,6%, B 4-it — B 92,6% (3*=28,418, p=0,000). I'eHepam30BaHHbIii TyOEpKY/e3 TMATHOCTHPOBAH B 1—4-ii rpynmax
COOTBETCTBEHHO y 2, 5,1, 8,8, 5,1% nereii (x>=10,821, p=0,016). ConyTcTByIOIAs NATOJIOIUS BbISIBJIEHA COOTBETCTBEHHO Y 49,
73,2, 88,1 uy 80,3% nereii (x*=97,985, p=0,000). ¥ neteii B Bo3pacrte 12—14 et npeodaagana naToaorus cepaeyHo-CcocyInucToi
cucremsi (42,1%; x*=27,678; p=0,000). Bo Bpemennom acnekre 3a 20 JieT y AeTeii, 00JbHBIX TyOEPKYJI€30M, CTAIM B 2 pa3a yanie
BBISIBJISITh COMYTCTBYIOLIYIO TATOJIOTHIO, YTO MOKET OBITh CBA32HO HE TOJIKO C YJIyYHICHHEM KA4eCTBA TUATHOCTUKH, HO H CO CHUKe-
HHEM YPOBHS 310POBbs JeTeii. B niiane HAIM4Ms COMYTCTBYIOMIEH NATOIOTHH 00Jiee YI3BHMbI IETH PAHHET0 BO3pacTa.

Karouegvie caosa: 0emu, my6eplcy/le3, conymemeyruwiasa namoaocus, comamuvecKkasd namonocus, nepuodbz demcmea.

Ans untuposanms: PomaHoBa M.A., AHToHoB O.B., Mopaeik A. B., Mepko E.A. Ty6epkynesa v conyTcTyloLme 3aboieBaHvs y AeTeli BO BOEMEHHOM
¥ BO3pacTHOM acriektax. Poc BecTH nepuHaron v neguatp 2016, 61: 5: 89-92. DOI: 10.21508/1027-4065-2016-61-5-89-92

Objective: to assess the pattern of clinical forms of tuberculosis and concomitant pathology in children in time and age aspects.
Four groups of children who had fallen ill with tuberculosis in 1995—1999 (n=149), 2001-2005 (n=429), 2006—2010 (n=385),
and 2011-2015 (n=350) were identified. In Groups 1, 2, 3, and 4, isolated respiratory organ injury involved by tuberculosis
was found in 96.6. 83.0, 87.6, and 92.6% of cases, respectively (x*=28.418; p=0.000). In Groups 1—4, generalized tuberculo-
sis was diagnosed in 2, 5.1, 8.8, 5.1% of children, respectively (x*=10.821; p=0.016). Comorbidity was detected in 49.0, 73.2,
88.1, and 80.3%, respectively (*=97.985; p=0.000). Cardiovascular disease was prevalent in children aged 12—14 years (42.1%)
(*=27.678; p=0.000). In the time aspect of over 20 years, the children with tuberculosis were twice more frequently found to have
comorbidity, which may be related not only to the better quality of diagnosis, but also to decreased health levels in the children. Infants
were more vulnerable in the context of comorbidity.

Keywords: children, tuberculosis, comorbidity, somatic disease, periods of childhood.

For citation: Romanova M.A., Antonov O.V., Mordyk A.V., Merko E.A. Tuberculosis and comorbidity in children in time and age aspects. Ros Vestn
Perinatol i Pediatr 2016; 61: 5: 89-92 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-89-92

COMaTquCKaH MaToJIOTUSI BeChbMa paclpocTpaHe-
Ha CpenM JeTCKOTO HaceJeHMs], 3HauuTeTbHast
yacTh ee uMeeT xpoHudeckoe TeueHue [1, 2]. Tybepky-
Jie3, KakK TIpUHSATO CUMTaTh, COLMAIbHO 3aBUCUM |[3],
U IeTU — He TOJIbKO HEBOJIbHBbIE YYaCTHUKM TIpoliecca,
HO M MCTOYHMK MCTUHHBIX TMOKa3aTesieil 3abojieBaemMo-
ctu [4, 5]. UMmeroTcst ocHOBaHMS ToJIaraTh, 4TO COITYT-
CTBYIOIIIasl TATOJIOTUSI CIOCOOCTBYET BO3HMKHOBEHUIO
3a00JIeBaHUS W OTATOIIIAET TeYeHNe TyoepKyiesa [6—8].
Co BpeMeHeM MEHSIIOTCS TIOXO/bl He TOJILKO K aua-
THOCTUKE TyOepKkyje3a y JeTeii, KoTopasi craja 00-
Jiee COBEpIIEHHON Onaromapss BHEIPEHUIO ajliepreHa

© KonnekTtune aBTopos, 2016

Anpec 115 Koppecnionaenuun: PomaHosa Mapust AnekceeBHa — acripaHT OMCKoO-
IO TOCYIAPCTBEHHOTO MEIULIMHCKOTO YHUBEPCUTETA
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TYOEepPKYJIE3HOTO PEKOMOWHAHTHOTO W MYJBTHCIIUPAITb-
HOI KOMMbIOTepHOI ToMorpaduu [5], HO U K BbISIBIIE-
HUIO Pa3HOOOPA3HOI COMAaTUUYECKOW MATOJIOTHH ¢ TIOMO-
1IbI0 COBPEMEHHBIX MeTO/I0B obcienoBanus [7]. CnemyeT
MPEANOIOXKUTh, YTO YaCTOTA BBISIBJICHUST TON WU WHOM
MaToOJIOTUM Y AeTel MOJKHA M3MEHMTHCS B TIOCTEIHME
TOJBI HE TOJTLKO B CBSI3U C YXYAIIEHUEM 300POBBST IETCKO-
TO HaceJIeHUsI, HO U C COBEPIIEHCTBOBAHUEM TUATHOCTH -
ku. IlpencraBisieTcsl aKTyadbHBIM OLEHWUTH TEHICHIIUHA
M3MEHEHUST CTPYKTYPBI KIIMHUYECKUX (PopM TyOepKyIe3a
W COMYTCTBYIOIIIEH eMy TTaTOJIOTUN BO BpeMEHHOM acITeK-
Te, YYUThIBasi 0COOEHHOCTHU Bo3pacrTa feteit [9].

Ilenb: OLEHUTH CTPYKTYPY KIMHUYECKUX (OPM Ty-
Oepkyjie3a W COMYTCTBYIOIIEH TMATOJOTUM Yy JeTeit
BO BpeMEHHOM UM BO3PACTHOM acCIeKTax ISl TMOCIeayIO-
IIETO COBEPIICHCTBOBAHUS WX BeleHMS (QTU3UATpaMK
U TIeInaTpamu.

XapakTtepucTuka peteii U MeToAbl UCCeaoBaHUS

Ha 6a3ze Cnenmann3mpoBaHHOM HETCKOUM TyOep-
KyJ€3HON KJIMHUYECKON OOJIbHUIIBI TPOBEJECHO pe-
TPOCIIEKTUBHOE MccienoBanne cpenn aeteir 0—14 et
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C aKTUBHBIM TyOepkyne3oMm. ITo BpeMeHHOMY TIpU3HAKy
c(hopMUpOBaHBI TPYMITLI CPAaBHEHUS: 1-51 TpyTa — JeTH,
3aboseBIme TyGepkyinesoMm B 1995—1999 rtr. (n=149),
2-ga tpynna — B 2001-2005 rr. (#=429), 3-a rpynna —
B 2006—2010 rr. (n=385) u 4-s1 rpynma — B 2011-2015 1.
(n=350). PacnipeneneHnue nereit Mo BO3pacTy B CpaBHU-
BaeMBIX TPYITITaX MO3BOJIMIIO BBISIBUTH TOCTOBEPHBIE pa3-
maus. Tak, DoJst neTeit paHHeTo BO3pacTa YBEJIUYMIIACh
B TOCJIEIHUI CpaBHUBAEMbIH MATUICTHUM Tieproa: B 1-i
rpyrine ux 6ui10 26,2%, Bo 2-it — 14%, B 3-it — 20,5%,
B 4-it — 29,1% (*=28,796; p=0,000). KomuuecTBO m0O-
IIKOJJbHUKOB HA00OPOT CHIXAJIOCH B TOCJTEIHNUE TOJBI:
B 1-i1 rpynme ux monst coctasuia 37,6%, Bo 2-it — 24,2%,
B 3-it — 32,4% wu B 4-11 — 22% (x*=19,786; p=0,000). Ko-
JIMYECTBO JeTell HaYaIbHOTO IIKOJLHOTO BO3pAacTa TaKxKe
MpeTeprieBajo M3MEHEHUST MO TMATWIETHUM TIepHOIaM:
B 1-i1 rpyrie — 36,2%, Bo 2-it — 36,8%, B 3-it — 24,6%,
B 4-i1t — 30,9% (x*=15,73; p=0,002). [To cpemHemy
ITKOJTbHOMY BO3pAcCTy y JieTeli 1-ii TpyIITbI JaHHBIE OTCYT-
CTBYIOT, BO 2-ii rpymie ux 6wi10 24,9%, B 3-it — 20,3%,
B 4-it — 18% (x*=5,479; p=0,065). PacripenencHue gereit
B CpPaBHMBAEMbBIX BPEMEHHBIX TPYIITIAX IO TOJTy TTO3BOIH-
JIO BBISIBUTH TEHIACHIINIO K TTOCTEIIEHHOMY YMEHBIIIEHUIO
KOJIMYECTBA MaJIbUMKOB Cpear OOJIbHBIX TyOepKYIe30M.
Tak, B 1-i1 Tpymnme MX KOJIMUYECTBO cocTaBisuio 62,4%,
BO 2-it — 55%, B 3-it — 51,6%, B 4-it — 48,3%. Makcu-
MaJIbHBII TIOIBEM COLMATBLHOTO HEOJIATOTONYIHs B Ce-
MbsIX — 67,5% (n=260) mpummencst Ha 2006—2010 TT.,
HemHoro Jyuiie cutyauust B 2001-2005 rr. — Takue netu
coctaBmn 59% (n=253). B mociaenHuii cpaBHUBaeMBbIii
naTuneTHuit nepuon (2011—2015) Tybepkyie3 yalie Bbl-
SBJISUICS Y JIeTell W3 COLMAJIbHO Je3aJanTHPOBaHHBIX
ceMeit — 54% (n=189), B MepBbIil MATUIECTHUN TEPUOJ
(1995—1999) cutyanus MPOTUBOITOJIOXKHA — JETEH U3 CO-
LIUAJIBHO JIe3aJallTUPOBAaHbIX cemeit Obl10 27,5%, 13 co-
IUATBHO OGyaronoyuHbix — 72,5% (x*=71,981; p=0,000).

Cratuctryeckast o6paboTKa JTaHHBIX POBeIeHA MPO-
rpammoii buoctar Bepcus 4.03, a Takke NMpu MOMOIIU
nakeTa nmporpamM Microsoft Office. KauecTBenHbIe TTpH-
3HAKM 00paboTaHBl HeMmapaMeTPUYeCKUMU MeETOIaMU
¢ ompenesieHreM Kputepust [TupcoHa y2.

PesynbTatbl n 00CyXpeHue

PaccMaTpuBasi lokanm3anuio TyOepKyIe3HOTO TIPOo-
1ecca, CJIeyeT OTMETUTh, YTO W30JUPOBAHHOE ITOpa-
>KeHUE OPTaHOB JBIXaHUsI BCTPEYATOCh Hanbojiee 4acTo
BO BCeX TpyINax cpaBHEeHUs: B 1-if rpymme — B 96,6%
ciaydaeB, Bo 2-ii — B 83%, B 3-it — B 87,6%, B 4-if —
B 92,6% (x*=28,418; p=0,000). Cpenu cdopm TyOepKy-
sie3a (cM. Tabully) Ha TepBOe MECTO BBIXOIWII TyOepKy-
Jie3 BHYTPUTPYIHBIX JTUMMATUISCKUX Y37I0B, KOTOPBIA
B 1-if rpymme auarHoctupoBaH y 86,8% (n=125) nereii,
Bo 2-i1 — y 60,1% (n=258), B 3-it — y 64,8% (n=250),
B 4-ift —y 67,3% (n=218), y*=19,581; p=0,000. Bropoit
o vyactote HopMoii TyOepKyJe3a, YCTHOBICHHON Y Jie-
Telt, ObUI MEePBUYHbINA TyOepKYJIe3HbI KOMILIEKC: B 1-ii
rpymmie — y 13, 2% (n=19), Bo 2-it — y 17,2% (n=74),
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B 3-it —y 14,2% (n=48), B mTocienHUi BpeMeHHOM T1e-
puoa (4-s1 rpymnma) TepBUYHBINA TyOepKYJIE3HBIA KOM-
MJIEKC cTaj BeTpedatbes vaine — y 24,4% (n=79). Bro-
puuHbIle (hOpMBI TyOepKyje3a He MpeacTaBlieHbl TOJbKO
B 1-ii rpynme. [lpocnexuBaeTcsi cinaboe Bo3pacTaHue
ITOJTM 0YaroBOTO TyOepKyJse3a: Tak, BO 2-i TpyIiie oHa
coctasuna 1,2% (n=5), B 3-it — 1,5% (n=5) u B 4-if —
2,2% (n=T7), v*=0,702; p=0,704. NHGOUIBTPaTUBHBIN Ty-
OepKyJie3 JeTKUX BO 2-i rpyrie BeIsiBICH ¥ 3% (n=13)
neteit, B 3-it —y 8,8% (n=30), B 4-it —y 3,7% (n=12),
1*=11,943; p=0,003. TyOepKyne3HbIl IICBPUT BO 2-i
rpynme Betpedancs B 1,4% (n=6) ciaydaeB, B 3-ii —
B 1,2% (n=4), B4-it — B 1,2% (n=4), ¥*=0,391; p=0,822.
Ty6epkynoma auarHoctupoBaHa B 3-it rpyrme y 0,3%
(n=1) neteit, B 4-it Tpynme — y 0,9% (n=3), x*=4,946;
p=0,234. WUzonupoBaHHOE TOpaxeHHe OpoHXa TyOep-
Kyne3oM Betpedanoch y 0,9% (n=3) meteit B 4-ii rpytie.
OTaenbHO ClleMyeT OTMETUTh, YTO TUArHO3 TyOepKyJie3-
HOM MHTOKCUKAIMU 3aUKCUPOBAH Y OTHOTO pebeHKa
BO 2-1i rpymrie (CM. TabJInILy).

TeHepaym3aiust TyOepKyJIe3HOTO IIporiecca BCTpe-
yayiach ¢ pa3HOI YacTOTOM, B Havaje TeprOI0B HAOIIO-
JIEeHUsT UMeJla TEHACHIUIO K POCTY, 3aTeM K CHIDKEHUIO.
Tak, B 1-i1 rpymnme reHepaau30BaHHBIN TyOepKyjes
nuarHocTupoBaH y 2% (n=3) nmeteit, Bo 2-it — y 5,1%
(n=22),B83-ii —y8,8% (n=34), B4-i1 — y 5,1% (n=18),
w*=10,821; p=0,016.

BHenerounsblil Ty0epKyJie3 npeacTaBieH pa3HOOOpas-
HBIMU JIOKAJTU3aLUSIMU U COCTaBIIsT B 1-i1 rpymme 1,3%
(y 1 pebenka TyOepKyJie3 MOYeK U y OTHOTO — KOXM)
ciaydaeB, Bo 2-ii — 11,7% (y 8 — TyGepKyje3 KocTeld,
y 7 nepudepuyeckux aumdpoy3iaoB, y 29 MOUYEBbIIET-
TEJbHON CUCTEMBI, Y 6 aOHOMMHAIBHBIN TyOepKyJes),
B 3-# rpynmne — 3,6% (y 1 pebeHKa TybepKysie3 KOXH,
Yy 9 MOUEBBIICTUTEIBHON CUCTEMBI, Y 3 TTIOpaXkeHUe KO-
creit my 1 mepudepudeckux mmmboy3nos), B 4-it — 2,6%
(9 cryuaeB TyOepKysesa mouek), y*=42,972; p=0,000.

ComyTcTByIOIIast TaToJorust B 1-i TpyIirme BbISAB-
neHa 'y 49% (n=73) neteit, Bo 2-ii — y 73,2% (n=342),
B 3-ii — vy 88,1% (n=342), B 4-i1 — y 80,3% (n=281),
1*=97,985; p=0,000. Harpy3ka cOmyTCTBYIOIIE MaToyio-
rueit O6puta Hambosee Benuka y aeteit 0—3 mer — 71,8%
(n=28), 84,1% (n=53), 92,4% (n=73), 85,3% (n=87)
COOTBETCTBEHHO MO rpymmaM (y*=8,848; p=0,04). do-
IIKOJIbHUKH, OOJbHBIE TYyOepKyJIe30M, MMeTU pPa3HOO-
OGpa3HyI0 COMYTCTBYIOIIYIO TTaTojoruio — 39,3% (n=22),
69% (n=80), 87,2% (n=109), 74% (n=57) coorBeT-
cTBeHHO B 1—4-i1 tpymnme (x*=44,39; p=0,000); mman-
mue mKojabHuKKU (7—11 met) — 42,6% (n=23), 69,8%
(n=120), 86,3% (n=82), 76,9% (n=83) COOTBETCTBCH-
Ho (x*=34,346; p=0,000). BonpHBIE TYOEPKYIE30M IETH
12—14 net comyTCTBYIOIIYIO TMATOJIOTUIO UMEIU BO 2-M
rpynme 76,7% (n=89) caydaes, B 3-it — 87,6% (n=78),
B 4-it — 85,7% (n=>54) (y*=4,752; p=0,093).

[Muk 3ab60J1€BaeMOCTH CO CTOPOHBI CEPIEYHO-COCY-
JTVCTON CUCTEMBI Y JeTell, OOJTbHBIX TYOEpKYIe30M, MpH-
mencsa Ha iepuon 2006—2010 . (3-s Tpynma), Koraa oHa
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Pomanosa M.A. u coasm. TyGepKye3 u COMyTCTBYIONIME 3a0071eBaHs Y IeTeil BO BpDeMEHHOM 1 BO3PACTHOM aCIeKTax

Tab6auya. CTpyKrypa KiMHnueckux ¢opm TyOepKyJe3a B rpynnax, aoc. (%)

Kmurieckas hopma (1919;'1?1)?9119I a;r.) (2(3(_)91[33632 arr.) (23(;2331113 ?r.) (23 1;1[3(?;2 ir.) 4 4
TyGepKyJie3Hast THTOKCHKALIMS 0 1(0,2) 0 0 2,065 0,765
g‘:ﬁlm nere: 144 (96,6) 356 (83) 338(87,6)  324(92,6) 28,418 0,000

TBITY 125 (86,8) 258 (60,1) 250 (64,8) 218(67,3) 21,042 0,000
TMTK 19 (13,2) 74 (17,2) 48 (14,2) 79(24,4) 15,087 0,002
0YaroBbIit 0 5(1,2) 5(1,5) 7(2,2) 0,702 0,704
MHGWIBTPATUBHbBIN 0 13 (3) 30 (8,8) 12 (3,7) 11,943 0,003
TyOepKyJie3 OpoHxa 0 0 0 3(0,9) 8,282 0,052
Ka3eo3Has ITHEBMOHUS 0 0 0 1(0,3) 2,756 0,586
TyOepKyJieMa JerkKux 0 0 1(0,3) 3(0,9) 4,946 0,234
TyOepKYJIe3HbIi IIEBPUT 0 6 (1,4) 4(1,2) 4(1,2) 0,391 0,822
g*ﬁﬁf{‘;"c';':“ Tybepkyaes 2(1,3) 50 (11,7) 14 (3,6) 9(2,6) 42,972 0,000
MOYEBOI CUCTEMBbI 1(0,7) 29 (58) 9 (64,3) 9 (100) 18,609 0,000
nepudepryeckux JuMboy3JioB 0 7(14) 1(7,1) 0 11,255 0,013
KOCTe| U CyCTaBOB 0 8 (16) 3(21,4) 0 9,687 0,027
a0JOMUHAJIBHBIN 0 6 (12) 0 0 12,434 0,008
KOXHU U IMOJKOXHOU KJIETYaTKU 1(0,7) 0 1(7,1) 0 4,118 0,334
r;;‘gaai‘:jgza““"'ﬁ TyOepkynes 3(2) 22 (5,1) 34 (8,8) 18 (5,1) 10,821 0,016
MEHHMHTO3HLIe(aInuT 0 1(4,5) 3(8,8) 1(5,6) 2,5 0,648
IrcceMUHUPOBaHbIi TJI 0 2(9,1) 1(2,9) 3(16,7) 2,251 0,713
BPOXIEHHBII TYyOEPKYJIe3 0 0 1(2,9) 0 2,406 0,672
couetanure TOJI M BHEJIETOYHOTO 3(100) 19 (86,4) 29 (85,3) 14 (77,8) 9,045 0,037
Bcero 149 (100) 429 (100) 386 (100) 350 (100)

Ilpumeuanue. TOI — TyGepkyne3 opraHoB abixaHusi; TBJIY — TyOepKyae3 BHYTpUTpYIHbIX JduMdbarndyeckux y3ion; [ITK — nepBuuHbIii

TyOepKyne3HbIil koMruieke; TJI — TyOepKysie3 Jerkux.

BcTpevanach y 35,5% (n=125), B 2001—2005 rr. (2-g rpyn-
ma) —y 29,2% (n=100), B 2011-2015 . (4-5 rpynma) —
vy 24,9% (n=70), B 1995—1999 1. (1-5 rpynma) — y 4,1%
(n=3), x*=33,884; p=0,000. [TaTomoTNsI MUIIICBAPUTEITH-
HOIl cucTteMbl Obula HamboJsiee pacmhpocTpaHeHa BO 2-i
rpynrie — y 33% (n=113) nmeteii, HeMHOTO pexe B 4-ii
rpyrrie — y 32,7% (n=92), B 3-it rpynmie — y 28,7%,
B 1-it —y 19,2% (n=14), ¥*=7,259; p=0,084. Hapymre-
HMSI OITOPHO-IBUTATEIBHOTO armapaTa ¢ MaKCUMAaJIbHOM
4acTOTOM BcTpevanach B 3-it rpynmne — 38,3% (n=131),
Bo 2-if tpymie — 27,2% (n=93), B 4-it — 18,5% (n=52),
B 1-it — 9,6% (n=7), ¥*=49,468; p=0,000. [Maroorus op-
TaHOB JbIXaHUA B 1-i1 rpymime nuarHoctupoBaHa B 12,3%
(n=9) cayuaes, B 4-it — B 10,3% (n=29), B 3-ii — B 5,6%
(n=19), B0 2-if Tpyrmre — B 3,2%, x*=17,268; p=0,000.
AHemusT 3apercTpupoBaHa B 4-if rpymire y 14,6% (n=41)
neTeit, Bo 2-if — y 8,8% (n=30), B 3-it —y 7,6% (n=26),
B 1-it —y 5,5% (n=4), y¥*=11,18; p=0,014. 3aboneBanust
MOUYEITOJIOBOI CHCTEMBI Yallle BCTPEYaauch BO 2-i TPyI-
e —y 21% (n=72) neteii, nanee B 3-it rpynme — y 20,8%

(n=72),B4-1 —y 15,3% (n=43)uB 1-it — y 10,9% (n=8),
v*=7,214; p=0,085. OTKIOHEHUS HEPBHO-TICUXUICCKOM
cepbl B 4-11 rpyriTie BeTpevanuch vaiie — y 25,6% (n=72)
JeTeld, 4eM B Apyrve BpeMeHHBbIe TIepHOIBI, B 3-if TpyII-
e — vy 21,3% (n=73), B 1-it tpymrie — y 20,5% (n=15),
Bo 2-it — y 19% (n=65), v*=4,091; p=0,338. Ilatoimo-
Ul KOXHM BhIsiBJIeHa B 1-if tpyrnme y 10,9% (n==8) nereii,
B4-it —y9,3% (n=26), B0 2-11 —y 7,3% (n=25), B 3-i1 —
v 3,5% (n=12), ¥>=10,585; p=0,018. B 1-i1 rpymre 3Hm0-
KPUHHOW TATOJIOTUU Yy JeTeil, OONbHBIX TYyOepKyJIe30M,
He ObLTO, BO 2-if Tpynme oHu coctaBwm 10,8%, B 4-i1 —
6% (n=17), B 3-it — 2,9% (n=10), *=23,814; p=0,000.
OdranpmornaToorust uarHocTupoBaHa y 15,7% (n=44)
neteir B 4-i tpyrme, y 14,6% (n=50) — Bo 2-i1, y 9%
(n=31) — B 3-ttuy4,1% (n=3) B 1-if rpynme x*=12,475;
p=0,007. MUubekunoHHas naTojorusi Oblja TMpeacTaBiie-
Ha renatutamMmu B u C, BUY-undekuueii, dmniureiiHa—
Bapp BupycHoit nundekmueit: B 1-it rpynmne — 4,1% (n=3),
B4-it — 3,2% (n=9), B 3-it — 2,9% (n=10), B0 2-1i — 1,8%
(n=6), ¥*=2,054; p=0,768.
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B BospactHoii rpynme gereit 0—3 jeT Beaylywo IMo-
SULMIO 3aHMMajla IIaTOJIOTUsI HEPBHO-TICUXUYECKOM
cepsr, Ha Moo KoTopoit puntoch 37,8% (y*=54,523;
»=0,000), Takxke MMEHHO B 3TO BO3PACTHOWN TpyI-
e BenuKa poib aHemuit (19,9%), x*=36,419; p=0,000.
VYV JIOWKOJBHUKOB JIMIMPOBAIM 3a00JI€BaHUS ITUIIE-
BapuTeIbHOU cucteMbl — 36,9% (x*=28,3; p=0,000),
OTIOPHO-ABUTATEILHOTO ammapata — 26,5% (y*=11,261;
p=0,013), mouenososoii cucrembl — 21,3% (¥*=9,17,
p=0,035), HepBHO-TIcUXU4ecKoii chepsl — 20,9%. letn
7—11 ner Hambosiee MOABEP>KEHBI HAPYLIEHUSM TIHIIIE-
BapuTebHOU cuctembl (37,3%), 0OJE3HSAM cepaedHO-
cocyauctoii cuctemsl (28,6%), 3ab601eBaHUSIM OITOPHO-
JIBHUTaTeNIbHOTO ammapara (26,6%). YV nmereit 12—14 ner
rpeobiiazana MaToJIOTUsl CEePAeYHO-COCYIUCTON CHUCTe-
MbI (42,1%), v*=27,678; p=0,000, ommopHO-IBUTATETHHO-
ro armapara (35,3%), numeBapurenabHoit (19,5%) u Mo-
yemosnioBoii cucteM (19%).

3aknovyeHue

CrpykTypa KIMHMYECKMX (hopM TyOepKyJsiesa y Je-
Teii BO BpEeMEHHOM acriekTe mpetepriena 3a 20-1eTHUiA
MepuoJ HEKOTOpbIe 3HAYMMBbIe M3MEHEHUSI: TTOSIBUIINCH
M CTaju 9Yallle TUArHOCTUPOBATHCS BTOPUYHBIE (HOPMBI
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TyOepkysies3a, YBEJIMYMUIACh [IOJISI TeHEepaM30BAHHbIX
nporeccoB. Bo BpemeHHOM acniekte 3a 20 et y neTei,
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COITYTCTBYIOIIYIO TATOJOTUIO, YTO MOXET ObITh CBSI3a-
HO HE TOJbKO C YJIydllIeHHeM KayecTBa JUArHOCTUKMU,
HO M CO CHUKEHUMEM YPOBHSI 310pOBbsI fieTeil. B rutaHe Ha-
JINYUSI COMYTCTBYIOIIIEH MAaTOJIOTUN OoJjiee YI3BUMBI I€TH
paHHero Bo3pacTa, MeHee YSI3BUMbl — JOIIKOJIbHUKMU.
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TyOepKyJie3HO! OOJbHUIIE.
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Onenka 3¢ ¢eKTHBHOCTH POTUBOTYOEPKY/I€3HOI BAKIIMHAIIMM Y JIeTeil, POAMBIIHXCS
y KenmuH ¢ BUY-undexumeit

H.U. Kneeno', T.A. Cegocmuanosa’

HUWN dTtnaunonynsmoronorum FBOY BIMO «MepBbiii MOCKOBCKMIA FOCYAAPCTBEHHbIA MEAVNLNHCKNIA YHUBEPCUTET
M. .M. CeueHoBa» MuHagpaea PP; 2MoCKOBCKMNN HAy4YHO-MpPaKTMYecKuii LLeHTp 6opbbbl ¢ TyGepkyne3om, Mockea, Poccusi

Evaluation of the efficiency of antituberculosis vaccination in children born to HIV-infected
women

N.I. Klevno', T.A. Sevostyanova’

'Research Institute of Phthisiopulmonology, I.M. Sechenov First Moscow State Medical University, Ministry of Health
of the Russian Federation; 2Moscow Research and Practical Tuberculosis Control Center, Moscow, Russia

IIpoBeneno u3yyenue B JMHAMUKE OCHOBHbIX SMHIEMHOJIOTHYECKUX MOKa3aTeeil mo ummynusanuu aeteit ¢ BUY-undekuueii Bak-
munoit BIK (BIK-M). Cocrosinue unaynupoanHoro BI2K umMyHuTeTa u 6e30macHOCTb BaKIIMHAIMN n3ydeHsl y 376 nerei,
B ToM uncie y 131 pedenka ¢ ycranojieHHbIM auarno3oM BUY-undexuun, 141 pedeHka ¢ nepuHaTaibHbiM KOHTakToM o BY -
undexuun, 104 nereii, poxneHHsix xkeHmmHamMu ¢ BUY-neratusupiv ctatycoM. BosbHBIX TyOepKyJie30M M3 BAKIMHHPOBAHHBIX
obL10 60.

Ycranosieno, uro Bakuunamus BI1XK aereii, poauumxcs y kenmud ¢ BUY-undexuueii, Ho He unpummpoBannsix BUY, cHuka-
eT B 4 pa3a pucK 3a00JieBaHUS TYOepKY/1e30M B PAHHEM BO3PACTE M PUCK PA3BUTHS JUCCEMUHHPOBAHHOTO TyOepKysie3a (BKIOYAs
mennnrut) (OIII=3,78; p<0,05). ITocrBakuuunblii (BI12K) ummynurer (no npode Manty ¢ 2 TE) Boisgasiercs y 71,0% npusu-
ThiX Uy 80,0% 3m0poBbix aeteit (p>0,05). Bakuunamusa BII2K BUY -unduimupoBanHbix neTeii He CHIDKAeT PUCK PA3BUTHSA JHC-
CEMHHHPOBAHHBIX MPOLECCOB: UX /I0JIS COCTABIIIA CPEIM BAKIMHUPOBAHHBIX M He BAKIMHUPOBaHHBIX 28,9 1 20,3% cOOTBETCTBEHHO
(p>0,05). IocrBakuunubiii (BIXK) nmmynuter onpenensercs mumb y 1/3 (29,7%) npuButsix Ha doHe GhopMUPOBAHUS PyOUHKA
B 76,9% cxiydaeB.

Karoueevte caosa: demu, BUY-unghexyus, npomugomybepkyne3nasn 6aKyunayus.

Ans untupoBanus: KnesHo H.U., CeocTtbsiHoBa T.A. OueHka 3¢eKTMBHOCTY MPOTUBOTYOEPKYNE3HO BakUuMHaLMM y NETEH, POANBLLINXCS Y KEH-
wmH ¢ BUY-uHgekumeii. Poc BecTH nepuHaton v neamatp 2016, 61: 5: 93-96. DOI: 10.21508/1027-4065-2016-61-5-93-96

The key epidemiological indicators were investigated over time for the bacilli Calmette-Guérin (BCG) (BCG-M) vaccination of HIV-
infected children. BCG-induced immunity and vaccination safety were studied in 376 children, including 131 with an established di-
agnosis of HIV infection, 141 with a perinatal HIV infection contact, and 104 children born to HIV-negative women. There were 60
cases of tuberculosis among the vaccinated.

BCG vaccination of children born to HIV-infected women, but to HIV-uninfected ones was ascertained to show a 4-fold decrease
in the risk of tuberculosis at an early age and in that of disseminated tuberculosis (including meningitis) (OR= 3.78; p<0.05). BCG
postvaccination immunity (for the Mantoux test with 2TE) was detected in 71.0% of the vaccinated and in 80.0% of the healthy
children (p>0.05). BCG vaccination of the HIV-infected children did not reduce the risk of disseminated processes: their proportion
among the vaccinated and the unvaccinated was 28.9 and 20.3%, respectively (p>0.05). BCG postvaccination immunity was deter-
mined in only one third (29.7%) of the vaccinated in the presence of a small scar in 76.9% of cases.

Keywords: children, HIV infection, antituberculosis vaccination.

For citation: Klevno N.l., Sevostyanova T.A. Evaluation of the efficiency of antituberculosis vaccination in children born to HIV-infected women. Ros
Vestn Perinatol i Pediatr 2016, 61: 5: 93-96 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-93-96

Poccuiickoit Menepaunu npodUIaKTUIECKOE Ha-
MpaBjieHue MeIWIIMHBI Hanboyiee SPKO BBhIpAXKEHO

B 00J1acT OOPHOBI ¢ TYOEPKYJIE30M, TJie B OOIIIEl CUCTEMe
MpOoGUIAKTUYECKUX Mep Bedylllee MeCTO 3aHMMaeT BakK-
muHaiusg BL2K HoBopoxneHHbix. Hambosee mpoTtuBo-
PEYMBBIM aCTIEKTOM TyOEepKYJIe3HON BaKIIWHBI SIBJISETCS
ee addexkTuBHOCTh. K coXaleHuo, B COBPEMEHHBIX YC-
JIOBUSIX OTCYTCTBYIOT OOBEKTUBHBIC YHU(DUIIMPOBAHHBIE
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Anpec ns koppecnonsedunn: KiiesHo Hanexxna MiBaHOBHa — 1.M.H., BeJl. H. COTp.
otnena Tybepkynesa y neteit u nogpoctkos HUU drusuonyismononorun
127473 Mockaa, yi. [loctoeBckoro, 1. 4

CeoctbsiHOBa TaTbsiHa AJIeKCaHAPOBHA — K.M.H., 3aB. I€TCKUM KOHCYJIBTaTHB-
HO-IMArHOCTUYECKUM OTAETeHIHeM MOCKOBCKOTO HaydHO-MPAKTUYECKOTO IIeH-
Tpa 60pbOBI ¢ TYOEPKY/Ie30M

355019 Mockaa, yi1. bap6oauHa, 1. 3

KPUTEPUH OLIEHKU COCTOSTHUST TTOCTBAKLIMHAIBHOTO MM-
MyHUTeTa. EAMHCTBEHHBIMU TIOKA3aTesIMA  WHAWBU-
IyaJbHOM W TIOMYJISIIMOHHONM COCTOSITETLHOCTH TIPOBe-
JIEHHOW BaKIIMHALIMM OCTAIOTCSI pa3Mep KOXHOTO 3HakKa
U TyOepKYJIMHOBBIE MPOOBI, XOTS OHU HE OTpakaloT UC-
TUHHYIO HEBOCIIPUMMYMBOCTH K TyOEpKyse3y, 0COOEHHO
B CJTy4yasix OTCYTCTBUS IMTOCTBAKIIMHHOTO PyOUYrKa U OTPU-
1aTebHOM peakiuu Ha mpody Manty. B 1ienom npotek-
TUBHOE NIEWCTBUE BAKIIMHBI OLIEHUBAETCS MO KPUTEPUIO
CHIDKEHUST 3a00J1IeBAEMOCTH TYOEpKYJIe30M U pHCKa pa3-
BUTHS JUCCEMMHUPOBAHHBIX ITpolieccoB [1—4].
WNmvmynuzauuu nereii ¢ BUY-uHbexumeir Bakiu-
Hoit BLI2K sBnsteTcst B Hacrosiee BpeMsI IIMPOKO 00-
CyXKIaeMoii TTpo0JIeMoii; TaHHbIE JTUTEPATYPhl MPOTUBO-
peurBBI B OTHOLIEHWM HE TOJBKO ee 3(h(PEKTUBHOCTH,
HO U 6e3omacHOCTU. M3BECTHO, UTO 1aXe y TpaKTUYECKU
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3M0poBbIX nereit BakumHaiums BLZK mnonmaBnsieT BbI-
paboTky T-mumM@OuUTOB MpUMEpPHO B TeYeHHE 2 MeC
[5, 6], 9TO MOXeT OOYCITOBUTH pe3KOoe MPOrpecCupoBa-
HUE UMMYHOIeMUUUTHOTO cocTosiHusl y neteit ¢ BUY-
WH@EKINEed 1 TOBBICUTh PUCK Pa3BUTHUSI BTOPUYHBIX
nHpeKunit, B TOM 4Yuciae reHepaau3zoBaHHO BIIXK-
nHpekunu [7]. OgHaKO eCcTh M Ipyroe MHEHWE — TpU-
MmeHeHue BakiMHbl BLIK y nereit ¢ BUY-undekuueit
B TEepUOJ, HOBOPOXIEHHOCTH OE30MacHO, MOCKOJbKY
IIJIST pa3BUTHSI CYMPECCUU MMMYHHON CUCTEMBI HEOOXO-
JIUMO JIOCTaTOYHO JUTUTEIbHOE BpeMs, TI0 KpaitHei Mepe
HECKOJIBKO Mecs1eB [8, 9].

I[lo MHeHUI0O MHOTMX aBTOPOB, WHIYLIMPOBAHHBIN
BIIK nmMyHHBIN OoTBeT Ha ypoBHE T-1MMGOLMTOB Ha-
MHOTO HUXe y aereit ¢ BUY-uHbekuueit, yuem B mory-
JISIUAU, YTO CTaBUT MO/l COMHEeHUE 3((PEKTUBHOCTh BaK-
muHauvy BII2K m 1enmecooOpa3HOCTh €€ MpUMEHEHUS
y IaHHOM KaTeropuu JeTeil, B CBSA3U C PUCKOM Pa3BUTHUS
reHepayim3oBaHHbIX ocyioxHeHui [10—12]. C npyroii cTo-
POHBI, OTIBIT TPOTUBOTYOEPKYJIE3HOI BaKIIMHALIUY JIETEH,
poxXaeHHBIX OoT OonbHBIX BUY-mHpexumeir XeHIINH,
B CBepmioBckoii [5], MpkyTckoii obnacTsix [2] mokasbi-
BaeT addexTuBHOCT, BLIZK B myaHe cHuXeHUs pucka
WHOUUIMPOBAHUS MUKOOAKTEpUSIMU TyOepKyJie3a 1 3a00-
JIeBaHUS TyOEPKYJIe30M.

Ilear uccnenoBanus: M3yYUTb KIMHUYECKYID U WM-
MyHoOJOTHYeCcKylo 3ddekTuBHOCT, BakuuHbl  BLIZK
(BLIZK-M) y nereii, poxXmeHHBIX OT OoibHbIXx BUY-
WHMEKIMEH XEeHIINH.

XapaktepucTtuka aetev u MeToAbl UCCNeaoBaHNS

Cocrostnue uHayuupoaHHoro BLZK (BL2K-M)
WUMMYHUTETA M 0€30IMacHOCTb BaKIMHALMKU WM3yYEHbI
y 376 neteii. B Tom uncne y 131 pebeHoOKa ¢ YyCTaHOBJIEH-
HbIM auarHozoM BUY-undexkuum (1-s rpynma), 141 —
C mepuHATaJbHBIM KOHTakTOM 110 BUWY-undbexkumm
(2-s1 tpynna), 104 — poxkneHHbIX keHIMHaMu ¢ BUY-
HETaTUBHBIM cTaTtycoM (3-s rpymma). B memom u3 376 me-
Teil B YCJOBUSIX POAWILHOIO JoMa ObLIN MPUBUTHI 37,5%,
B Bo3pacte 10 18 mec — 43,4%, no 2 net — 2,9% u crapiiie
2 net —15,9% neteit. B ponvibHOM A0M€E OBIIM PUBUTHI
npakTruecku Bce netu (90,4%).

JI71s1 O1IeHKM HamnpsiKeHHOCTH MOCTBAKIIMHHOTO TIPO-
1ecca MCMoJIb30Bald TPaJAULIMOHHBIE KPUTEPUU: HAJIU-
yue pyounka B MmecTe BBeaeHUs! BakimHbl BLI2K u mo-
JIOXXWTeNbHasl peakuust Ha ipooy Manry ¢ 2TE TITI-JI
(BBISIBJIEHME TUIIEPUYBCTBUTEIBLHOCTA  3aMEIJICHHOTO
TUIIA B OTBET Ha BBEJACHME BAaKIIMHHOTO IITaMMa MUKO-
OakTepuu Tebepkyiesa). besonmacHOCTh BaKIIMHbBI OLICHU -
BaJIM 110 BOBHUKHOBEHMIO OOIIMX peakinii (TTOBbIILIEHNE
TemrniepaTyphl Tesa Bbiie 38°C, TosiBIeHUE CUMITTOMOB
WHTOKCUKAIIMA) U OCJOXHEHUI B OTBET Ha BBEICHHE
BIIX.

Knunnueckast a¢heKTUBHOCTh TYOEpKYJIe3HOW BaK-
LIMHBI U3y4yeHa Y OOJbHbIX TYOepKYIe30M JAETeil, POXKIeH-
HBIX 60nbHBEIMM BUY -nmHbeKknell XXeHIMMHaM1, B CpaB-
HEHUU C JAEeTbMHU, HE TMOJyYMBIIMMM BakuuHy BILIXK.

OPUINHAJIbHBIE CTATbU DTUSUNATPUSA

W3 Habmomaembix HaMu 263 meTeii, OOJTBHBIX TYOEpKy-
JIe30M, POXAEHHBIX XeHIMHaMu ¢ BUY-mHbpexumeit,
BakUMHUpOBaHHBIX BakuuHoi bBILXK wim BLXK-M
okazanoch 60 (29,1%), B tom umcie 45 (75%) nereit
nmern BUY-undbexkumio, 15 (25%) — mepuHaTaib-
HBIM KoHTakT mo BUY-undexunm. Bugumo, BUY-
WHOUIUPOBAHHBIE XEHIIWHBI, IeTH KOTOPBIX POAMINCH
¢ BUY-undekuueir, pexxe Habmogaanch BO BpeMs Oe-
PEMEHHOCTH U Yallle TTOCTYNalIu B pOAUIBHOE OTAeeHUe
6e3 ycraHosneHus BUU-cratyca. B GonbuimHcTBe ciiyya-
eB JIeTH, poXaeHHbIe XeHlmHamu ¢ BUY-undekuumei,
obutn BakimHupoBaHbsl BLIK (BLI2K-M) B ycinoBusix po-
MUJIBHOTO JioMa Ha 3—7-¢ CYTKW XU3HU — WX JOJISI CO-
craBuiia 75% oT Bcex BaKIIMHUPOBAHHBIX. Cpen BaKIIn-
HUPOBAaHHBIX JIeTel 051 OOJBHBIX TyOEepKyJe30M Oblia
HaubobIeit (60%) B Bo3pacte 3—6 JeT.

CraTucTuyeckuii aHanus NoJsly4eHHbIX pe3ynbTaToB

O06paboTka Marepuajia MPOBOIMUIACH C HUCIOIb30-
BaHMeM mporpammbl Microsoft Office Word, Excel 2007
C MpUMEHEHWEM METOIOB TapaMeTpMUYecKoil M Hema-
paMeTpUUYECKO CTaTUCTUKU. [T YUCIOBBIX (KO-
YECTBEHHBIX) JAHHBIX HWCIOJIb30BAI CTATUCTUYECKUE
KPUTEpUU: CpelHee apudMeTrdeckoe 3HaYeHUWe U ero
cTaHgapTHOEe OTKIIOHeHue (M=Em); 95% noBepuTeTbHbBIIM
uHTepan (W) nns pasHuiibl cpenHux. s kayecTBeH-
HBIX TaHHBIX MCITOJIb30BAIM CTATUCTUIECKHNE KPUTEPUM:
nomu (%), 95% AW ; niist ABYyX He3aBUCUMBIX TPYIIIT OTHO-
menue 1mrancos (OL), 95% AW s oTHOIIEHUS TIIaH-
coB. HyneBas runore3a 06 OTCYTCTBUM pa3IduMii OTBEP-
rajiach mpu ypoBHe 3HauuMoctu p<0,05.

Pe3ynbTatbl M 06CYyXaeHue

Hammm nmaHHbBIe MOATBEPAMIN KIMHUYECKYIO 3D deK-
TuBHOCTH BakiiMHbI BLI2K (BLIK-M) y neteit ¢ mepuHa-
TaJIbHBIM KOHTakTOM 1o BUY-uHbexkium: y BaKIIMHU-
POBaHHBIX JETel, B OTIMUME OT HEMIPUBUTHIX, HEe OBLIO
BBISIBJIGHO CJy4aeB JMCCEMMHUPOBAHHOTO TyOepKysesa
u TyOepKyJe3HOro MEHWHTUTa, PUCK pPa3BUTHUS, KO-
TOPBIX ObLT 3HAYUTEJSBbHO BBIIIE Y JAETeil paHHEro BO3-
pacta (0—2 roga) B CpaBHEHUM C JETBMM cTapiie 2 JieT
(OII=3,08; 95% AN 1,5-17,3; p<0,05). BakumHaums
BLI2K cHuxkana puck paHHEro MHOUUMPOBAHUSI MUKO-
OakTepueil TyoepKysiesa U 3a0ojieBaHUs TyOepKyJIe30M
neTeit B panHeM Bospacte (OII=4,07; 95% AW 1,19—
8,59; OII=3,16; 95% AN 1,06—15,97; p<0,05). Kpome
TOTO, BaKIIMHAIIMS CITOCOOCTBYET OoJsiee OJIarompUsITHO-
My (He OCJIO(KHEHHOMY) TeUeHHUI0 TyOepKYJIe3HOTO Tpo-
1ecca 1o CpaBHEHUIO ¢ HEBAKIIMHUPOBAHHBIMU JEThbMU
(86,6 1 61% cootBeTcTBeHHO; OIII=1,83; 95% AU 1,02—
23,95; p<0,05).

B 1o xe Bpems BakumHa BLIK (BLI2K-M) y BUY-
WHGUIIMPOBAHHBIX JeTeil He o0janajia BbIpakeHHOM
KJIIMHUYECKOUN 3 (HEKTUBHOCTLIO: JI0JISI OONBHBIX C JIHC-
CEeMWHUPOBAHHBIMU  (BKJIIOYass MEHUHTUT) TIPOIIEC-
caMM CpeAu BaKIMHUPOBAHHBIX W HEBAaKIIMHUPOBaH-
HBIX JeTeil TOCTOBepHO He pasznuyanach (28,9 u 20,3%;
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»>0,05); ¢ onMHAKOBOI YaCTOTOM AMCCEMUHUPOBAHHBIN
TyOepKyJie3 pa3BUBajCsS y JeTell, BaKUMHUPOBAHHBIX
u He BakimHUpoBaHHBIX BLIZK (BLI2K-M) B panHeM B03-
pacte, — B 4,4 u 4,7% cootBeTrcTBeHHO (p>0,05). Puck
pa3BUTHSI JTUCCEMUHUPOBAHHBIX TIPOLIECCOB Y JETeH,
oonbHbIX BUY-uHbekimeii, B Gosbllieil cTeneHn ObLI
cBsa3aH He ¢ BaknuHanueir BLI2K, a ¢ mmmTenbHOCTBIO Te-
yeHus camoit BUY-undexunu: ¢ yenrnueHneM Bo3pacTa
neTeil HapacTasa J10Js1 O0JbHbBIX C TUCCEMUHUPOBAHHBIM
TyOepKyJIe30M Cpenu KakK JieTeil BaKIIMHUPOBAaHHBIX,
Tak 1 He BakIimHupoBaHHbIX BLIK nereii.

MoHO TroBOpUTH 00 yMEPEHHOM KJIMHUYECKOM 3-
(ekTre TyOEpKyJIe3HOI BaKIIMHBI Y IETE paHHETO Bo3pacTa
MPU OTCYTCTBUM UMMYHOAE(UIIUTA: YACTOTA OCTOXKHEHU I
MEepBUYHOTrO TyOepKyse3a ObUla HMXE Y BaKIIMHUPOBaH-
HbIX AeTeit — 6,7% npotus 17,2% cpean HeBaKLIMHUPO-
BaHHbBIX neTeit (OL=0,32; 95% AN 0,2—7,55).

AHanmm3 uMmyHojorndeckoit apgexrusHoct BLIZK
(BL2K-M) noxkasai (CM. pUCyHOK): pyOUMK B MECTE BBE-
JIeHWsI BaKIIMHbI PErMCTPUPOBAIN MPAKTUYECKU Y BCEX
neteit: B 3-it rpynme — y 83%, Bo 2-it rpynme —y 77,5%,
B 1-i rpynme — y 76,9% (p>0,05). T1pu 3TOM, Kak cie-
JyeT U3 PUCYHKA, 3HAYUTEIbHO PA3JIMYATIUCH PE3yJbTa-
Thl TYOEPKYJIMHOBBIX TIpo0 y aeteit ¢ BUY-unbexuueit
u 0e3 TakoBOW. Y gereil, poxaeHHbIXx orT BHWY-
MHOUIUPOBAHHBIX KEHIIWH, HO He MHOUIIMPOBAHHBIX
BH1Y (2-s rpynna), yactoTa MOJOXUTENbHBIX pPeakiuit
JIOCTOBEPHO HE OTJIMYalach OT rokasareseit y neteit 3-i
rpymsl (3mopoBbie): 71 u 80% cootBeTcTBeHHO (p >0,05).
Y BUY-unbunmpoBaHHbIX AeTeit (1-51 rpyra) mojoxmu-
TeJbHYIO peakinio Ha mpo0y Manrty ¢ 2 TE perucrpupo-
Bayu uinb B 1/3 ciydaes (29,7%), aTo B 2,7 pa3a pexe,
yeM B 3-1i rpymnre, U B 2,5 pa3a pexe, 4eM B TPYIIIe Je-
Teil ¢ mepuHaTaJbHBIM KOHTakTOM 1o BUY-undbexkiimmn
(p<0,01). HyBCTBUTENBHOCTb K TYOEPKYJUHY ObLIa yMe-
PEHHOI: CpeJiHee 3HaYeHUEe NMaMeTpa MamyJsibl COCTaBU-
710 6,3%£0,7 MM.

Takum 06pa3zoM, aHAJIM3 UMMYHOJIOTUYECKOM 3(pdek-
TUBHOCTU TIpoBeneHHOl BakuuHaiuu BLK/BLIZK-M
(oLleHMBaeMOl TI0 HaJIMYMI0 pyOYMKa KaK MECTHOTO
%
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Pucynox. Ummynoaoruveckas sddexkrusnocts BI[K
(BLIZK-M) y nereii c BUY-undexumeii.

KOMIIOHEHTa Ha  CHeUMMUUYECKUd  pasapaxkuTesb
U TIO TIOSIBJICHUIO TIOJIOXUTEJIbHOW peakuuu Ha Tyoep-
KyJIUH — TUIEePYYBCTBUTEIbHOCTU 3aMEIJIECHHOTO THUIIa
Kak 3BeHa MMMYHHOTO OTBETa Ha BBE/IEHNE XKMBBIX MUKO-
OakTepuii BAKIIMHHOTO IITaMMa) MO3BOJISIET YTBEPKAaTh,
yto BHUY-craTyc mMatepu — npu OTCYyTCTBUM UHOUIIM-
poBaHUsI peObeHKa — HE OKa3bIBaeT UMMYHOCYITPECCUB-
HOTO BJIMSIHUSI HA TIOCTHATAJIbHOE pa3BUTHE MMMYHHOI
cucteMbl. Takue 1eTH 110 CBOMM KJIMHUKO-UMMYHOJIOTHU -
yeckuM peakumsiM Ha BakuuHaiuo BL2K He otuyator-
csl OT 310pOBBIX. B TO ke Bpemsi, HECMOTpPSI Ha CITOCO0-
HoCTh B-mumdonmToB mpoayunposaTh aHnTuTena (y 30%
peakuMsi Ha BBeJeHUE TYyOepKyJWHa TTOJOXUTEJIbHas),
BUJMMO, B CBSI3U C TMOJABJIEHUEM XeJITNEepPHONW (DYHKIIUU
CD4-numdonutoB, netn ¢ BUY-unbexuueir He Mo-
ryT ¢GOpMHUpPOBaTh CHEUMMOUIECKUIT MMMYHHBIA OTBET
Ha TOM Xe ypoBHe, uro M aetu 6e3 BUY-uHbexiuu.
dopmupoBaHKe pydourKa MMPOUCXOINT 3a CUET BOCTIATM-
TeJbHBIX U3MEHEHUI B KOXe, CBSI3aHHBIX C BHYTPUKOX-
HBIM BBEIIEHHWEM B3BECH XXMBOW KYJBTYpbl MUKOOAKTE-
puii (BaKIIMHHOTO IlITaMMa), U €ro HaJuuhe He MOXET
CITY>XKUTh KpuTepreM 3(P(HeKTUBHOCTU BaKLIMHAIIMN Y Je-
teit ¢ BUY-unbeximeii.

KnuHuueckne TposiBIIeHWSI Ha BBEJACHME BaKIIMHBI
BII2K B BMIEe CMMNTOMOB MHTOKCUKALIMU, TTOBBIIIEHUS
TeMIepaTyphbl Tejia He ObUIM OTMEUYEHbI HU B OJHOM IpyTI-
ne. Y onHoro pebeHka, npuutoro BII2K-M B BO3pacte
1,5 et mocne cusaTua auarHo3a BUY-undexkmum, 610
3aperuCTPUPOBAHO OCJIOXHEHNE B BUJIE TeHEepaIn30BaH-
Hoit BILI2K — wHbexkuu ¢ mMaHudecrauuein TSXeJaoro
UMMYHOe(ULINTA U BBICOKOW BUPYCHOI HAarpy3KH.

BbiBoAbI

1. Bakmumnaumst BL2K B mepuome HOBOPOXIEHHO-
CTU JIeTeit, pOXKIeHHBIX OT XeHIMH ¢ BUY-undekunei,
Ho He uHuuMpoBaHHbIX BUY, cHuxaer B 4 pasza puck
ux 3a0oJyieBaHUsI TYyOEpKyJe30M B pPaHHEM BO3pacTe
(OlI=4,0; p<0,05); mpenmnomaraer OoJjiee OJarompu-
stHoe ero teuyeHue (OLI=1,83; p<0,05), B 4 paza cHU-
XaeT PUCK Pa3BUTHUST TUCCEMUHUPOBAHHOTO TYyOEpKYyJie-
3a U TyOepKysiesHoro meHuHruta (OL=3,78; p<0,05).
IMoctBakuuuubiii (BL2K) umMmMyHuTeT no npode MaHTy
¢ 2 TE BoisiBasiioT y 71,0% TIpUBUTHIX (TIPY HAJTUIUU pyO-
yukoB y 77,5%), kak u 'y 3n0opoBbix aeteii (80,0 u 83,0%
COOTBETCTBeHHO; p >0,05).

2. Bakuunanusa BL2K BUY-unduumpoBaHHBIX 1e-
Tell He CHIXAaeT PUCK Pa3BUTHUS IUCCEMUHUPOBAHHBIX
MPOLECCOB: UX A0Sl COCTaBUIA CPEAU BAKIIMHUPOBAHHBIX
U HeBaKIMHUPOBaHHBIX 28,9 m 20,3% COOTBETCTBEHHO
(p>0,05), B TOM umcie u y aereit paHHero Bospacra (4,4
u 4,7%; p>0,05). IocrBakuuuanabit (BL2K) nmmyHuUTET
omnpexensiercss qumtb y 1/3 (29,7%) npuButhix Ha oHE
dopmupoBaHus pyburka B 76,9% ciydyaeB. BakimHa-
st BLK oTHocuTenbHO Ge3omacHa: reHepaain30BaHHAs
BIK-unHbekuust ormeueHa y onHoro (0,76%) 6oiabHOTO.

(Kongaukm unmepecos ne npeocmasneh)
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JuchyHKIms cryxoBoi TpyObl y JeTeil mocJie onepaTHBHbIX BMEIIATEIbCTB B 00J1aCTH
HOCOIJIOTKH

A.U. Acmanoe’?, H.JI. [Tusnesa’

'TBOY BINO «Poccuinckuii HauMoHanbHbI MCCNeA0BaTENbCKMIA MeONUNHCKIMI yHBEpcuTeT uM. H. U Muporoea» MuHsppasa
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Eustachian tube dysfunction in children after surgical interventions into the nasopharynx

A. I Asmanov'?, N.D. Pivneva’

'N.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia; 2Academician Yu.E. Veltishchev
Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Ministry of Health
of Russia, Moscow, Russia

IIpoGsieMa AMATHOCTHKH M KOPPEKIMH TYOAPHBIX PACCTPOICTB OCTAETCS OHON U3 HAMMEHee Pa3pelleHHbIX U HAnboJee CI0KHBIX
B OTOpUHOJIapUHToJorui. OcymecTBiieHa oneHKa (DyHKIMHU CIyx0Boii TpyObl y 144 nereii ¢ penuIuBUpPYIOIMMH CPEIHUMH OTHTAMHA
M 9KCCYIATHBHBIM CPEHAM OTHUTOM T0CJI€ XHPYPIUYECKOr0 BMENIATENbCTBA B 001ACTH HOCOLIIOTKU. BceM 1eTsM ObLIN BbINOTHEHBI
THMIAHOMETPHS U AUATHOCTHYECKAS SHIOCKONHS MOJIOCTH HOCA U HOCOIIOTKH. /[0 onmepaTMBHOro BMemaTe/IbcTBA TUMIIAHOTpaMMa
Tuna B Obina 3aperucrpuposana B 146 (50,69%) cayuasx, Tuna C — B 97 (33,68%), Tuna A — B 45 (15,62%). Uepe3 1 mec nocie
ONepPaTHBHOTO BMELIATEILCTBA HOPMAIM3ALKS OKa3aTe el THMIaHoOMeTpuu Oblia oTMedeHa y 85 (91,39%) nereii.

3akmouenne. Haubosee nosHas auarsocTudeckass HGOPMAIMs MOKeT ObITh MOJy4eHA NP YCJIOBUM NPOBeAECHUsT PA3JIMYHbIX BU-
JIOB DHIOCKOINHH Y JieTeil ¢ TyoapHbiMu quchyHkuusvMu. TuMnanoMeTpus sBJsieTCs 00beKTHBHBIM HEMHBA3MBHBIM METOJIOM OLEHKH
(yHKuMM CITyX0BO# TPYOBI, a TAKIKE KPUTEPUEM OLEHKH 3()()eKTUBHOCTH MPOBOAUMOTO JieYeHHUs.

Karoueswte caosa: demu, sxccyoamuguvlii omum, MuMnAHOPAMMA.

Ans untupoBanus: AcmaHoB A.U., MNusHesa H. . AncdyHKums ciyxoBow Tpy6bl y AeTeli moce onepaTyuBHbIX BMELLATEbCTB B 0071aCT HOCOIIOTKU.
Poc BecTH nepuHaton v neguarp 2016; 61: 5: 97-101. DOI: 10.21508/1027-4065-2016-61-5-97-101

The diagnosis and correction of tube disorders remain one of the least resolved and the most difficult problem in otorhinolaryngology.
Eustachian tube function was evaluated in 144 children with recurrent otitis media and exudative otitis media after surgical interven-
tion into the nasopharynx. All the children underwent tympanometry and diagnostic endoscopy of the nasal cavity and nasopharynx.
Before surgery, types B, C, and A tympanograms were recorded in 146 (50.69%), 97 (33.68%), and 45 (15.62%) cases, respectively.
key. One month after surgery, tympanometry readings became normal in 85 (91.39%) children.

Conclusion. The most complete diagnostic information can be obtained during different endoscopic modes in children with tube
dysfunctions. Tympanometry is an objective noninvasive method for the assessment of Eustachian tube function and a criterion
for the evaluation of the efficiency of the treatment performed.

Keywords: children, exudative otitis, tympanogram.

For citation: Asmanov A.l., Pivneva N.D. Eustachian tube dysfunction in children after surgical interventions into the nasopharynx. Ros Vestn Perinatol
i Pediatr 2016; 61: 5: 97-101 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-97-101

HeCMOTps{ Ha 0OJIbIIIOE KOJMYECTBO Pa3IMUHBIX Me-
TOIMK MCCIEIOBAHUS (DYHKIIMM CIIYXOBOU TPYOBI,
MpobJjieMa OUAarHOCTMKM W KOPPEKIMU TyOapHBIX pac-
CTPOMCTB OCTaeTcsl ONHOW W3 HauMeHee pa3pelleH-
HBIX M HauboJiee CIOXHBIX B OTOPUHOJAPUHTOJOTHM.
Bo MHOrom 3TO0 CBSI3aHO ¢ OCOOEHHOCTSIMM aHATOMU-
YECKOTO TTOJIOKEHUSI M CTPOEHUST CIIyXOBOI TPYOBI y Jie-
Teil. JIucyHKIMS CITyXOBOM TpyOBI SIBJISIETCSI PUIMHOMN
Pa3BUTHS PEUUINBUPYIOIMINX U 9KCCYTATUBHBIX CPETHUX
OTUTOB Yy IETEU.

B nuteparype BcTpeuyaroTcsi MHOTOYMCIEHHBIE 000-
3HAYEHUST OKCCYIATUBHOTO CpEIHEro OTWUTa, TaKue,

© KonnekTtune aBTopos, 2016

Anpec it KoppecnonaeHuuu: AcMaHoB AjniaH McmauioBud — K.M.H., pyK. OT-
Jieia OCTPOU M XPOHMYECKOii TaTosnoruu yxa, ropsia u Hoca HUKU nexmarpun
um. akanemuka O.E. Benbsruiesa, accucteHT Kadepbl OTOPUHONAPUHIONIOTUI
neanarpuieckoro pakynsrera PHUMY um. H.W. IMuporosa.

IMusueBa Hatanbst [IMuTpUeBHA — K.M.H., CT. H. COTp. OTIeJa, aCCUCTEHT Kade-
JIpbI

125412 Mockaa, yi1. Tannomckas, 1. 2

KaK «CEpO3HBIN OTUT», «OCTPBIA CPETHUI OTUT C IKCCYIa-
TOM», «pPEIMIUBUAPYIOLINIA CPETHUI OTUT C DKCCYIATOM»,
«3aTSIHYBIIAMCS OCTPBI CPEIHUI OTUT C DKCCYAATOM»,
«KJIeKOe yX0», «Toyyboe yxo» U T.J. Bce 3T HazBaHus
OTPaXawT JUOO 3TUOJIOTHIO Tpoliecca, JIMOO OTOCKOIM-
YeCcKy KapTUHY, JIMOO MPOIOJKUTEIbHOCTD 00J1e3HM [1].
OpHako HU OJHO W3 HMX HeJIb3sl CUMTaTh YHUBEPCAIb-
HBIM, T.€. BCECTOPOHHE OTpaKalOIIUM TIPUPOAY W KITU-
HUYECKUE TIPOSIBJICHUST 9KCCYTaTUBHOTO CPEIHETo OTUTA.
Ho Bce aBTOpBI, McCeqyolIMe 3To 3a0o0jeBaHNe, eMUHO-
JIYITHBI B OHOM — OHO MPOTeKaeT 03 BUIUMbBIX ITPU3HA-
KOB aKTMBHOTO BOCTIAJIEHUS, COMTPOBOXKIACTCS CTOMKOM
IUChYHKIMEN CIyXOBOM TPyObl, a B MOJIOCTU CPEIHETO
yXa COIEePKUTCS KCCYAAT, KOTOPHIN JTUTEILHO He pacca-
CBIBaeTCsS. DKCCYIATUBHBIN CPETHUN OTUT MOXKET BCTpe-
YyaThCs y JIIOEH pa3HOTO BO3pacTa, HO MMPEUMYIIECTBEHHO
y JIeTeii JOIIKOJBHOTO U MJIAAIIETO IIKOJIHHOTO BO3pacTa
[2, 3], game GoseroT MampUnKM [4].

Oco00oro BHUMaHUS CIIEIMATIMCTOB 3aCTy>KUBAIOT 1~
arHOCTMKA U JIeUeHHe dKCCYIaTUBHOTO CPEeIHEro OTHTA,
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MPOTEKAIOIIEr0 ¢ peUMAMBAMM, YacTOTa KOTOPBIX CO-
CTaBJISIET, 110 JAHHBIM pa3HbIX aBTOPOB, oT 10 10 42% [5].
Takoit mMpoKuit pa3dpoc moxkaszaTeeit CBUIETEIbCTBYET
0 HETOCTATOYHON M3Y4eHHOCTH BOMPOCOB JUATHOCTUKU
U JIeYeHUsI IeTell ¢ peliMIUBUPYIOIIUM XapaKTepoM 3a-
GoJieBaHUSsI, a TaKXKe TTPOTHO3MPOBAHUS U TTPOGUIAKTI-
K1 peunanBoB. CorjacHO JaHHBIM JIUTEPATYPhI, Y AeTei
JI0 2,5 JeT 9KCCYIaTUBHBIN CPEIHUIT OTUT IUArHOCTUPY-
etcs B 85% ciyuaes, 1o 4 ner — B 74%, B 4—6 ner 8 9,3%,
B 11—14 net — TonbKo B 4,7%, a 'y B3pocibix — B 2,5%
ciaydaes [6].

ITpu ocTphIX KaTapadbHBIX CPEIHUX OTUTAX BUPYCHOM
3THOJIOTUY Ha (hoHe TyOapHOU TUCHYHKIIMU C Hapylle-
HUEM aspaliuy CPEAHETO yXa CO3Jat0TCs yCJIoBus, O1aro-
TIPUSITHBIE JUTSI TIPUCOSTUHEHUST GaKTepUaaTbHOU (DIOPBI
U 3aTSKHOTO BOCTIAJIEHUsI cpeaHero yxa. YacTele THOM-
HbI€ OTUTHI B TPYIHOM U MJIaJIIeM IIKOJBbHOM BO3pacTe,
TYOOOTUTHI B CTaplieM IIKOJIbHOM BO3pacTe MOTYT TpU-
BOIUTH K TIOBTOPHBIM 3KCCYIATUBHBIM CPETHUM OTHTAM.
HMcrounukom 6akTeprasbHON (hopbl MOTYT OBITH TaKXKe
aJicHOMIHBIC BEeTeTallnH.

B xauectBe Bemyiero akrtopa, BbI3BIBAIOIIETO pe-
LIMIWBBI 3a00JIEBaHUsI, pACCMAaTPUBAETCS TTEPCUCTEHIIUST
nHpekuru B HocornoTke. CormacHO MUKpPOOMOJIOTMYe-
CKMM HCCIIe0BaHUAM, 0Kojo 60% Bceit MUKPOGIOPHI
HOCOTJIOTKM COCTaBJISIIOT Streptococcus pneumoniae, Ha-
emophilus influenza, Staphylococcus aureus i Branhamella
catarrhalis, mpu 3TOM Ha o0 Streptococcus pneumoniae
npuxoauTcst okojio 35% [7, 8].

3akpbITHE TIPOCBETAa CIYXOBOW TPYOBI y neTeil mac-
CMBHO U OCYIIECTBIISIETCSI 32 CUET 3TACTUYECKON Coemu-
HUTEJbHOW TKaHMW, a OTKPBITUE MPOUCXOIUT BO BPEMSI
IJIOTaHWS TIPY TTOMOIIM MBI mm. tensor veli palatini,
levator veli palatini, salpingo-pharingeus. [1puunHoii pe-
LIMIUBUPOBAHUS SKCCYTATUBHOTO CPEIHETO0 OTUTAa He-
PEIKO SBISIOTCSI aHATOMUYECKHE OTKJIOHEHUST MJIN aHO-
MaJIUU CIIyXOBOU TPYOBI.

Ha ocHoBaHMM 3HIOCKOIMMYECKOTO OOCeIOBAHUS
[JIOTOYHOTO YCThSI CIYXOBOW TPYOBI BBIIEISIOT TPU OC-
HOBHBIX THUTIA €€ TUC(YHKLMU: TaTOJOTMUECKUA «ped-
JIFOKC» B TAMMAaHAJIbHOE YCThe CJTYXOBOM TPyOBbI, 00CTPYK-
TUBHYIO TUCHYHKIUIO U <«3USIONIYIO» CIYXOBYIO TpYOY.
K nprunHaM, BBI3BIBAIOIINM YKa3aHHbIE COCTOSTHUS CITy-
XOBOW TPYObI, OTHOCSIT HETOCTATOYHOE Pa3BUTHE TyOap-
HBIX BaJIUKOB B JETCKOM BO3pacTe, BPOXKIECHHYIO TUITO-
MJIa3WI0 1 arjia3uio Ty0apHOTO YCThS TIPU BPOXKIECHHBIX
MMOPOKax pa3BUTHUS HAPYXKHOTO M CPEIHETO yXa, TUIep-
MJ1a3UI0 TUM@OUIHOM TKAHU HOCOTJIOTOYHOM MUHIATM-
HBI, TPYOHBIX MUHIAJIWH, HAJTUYUE TPaAHYJISIIUNA U KUCT
CIIYXOBBIX TPYyO, MOCTTPaBMATUYECKMX BOCIATUTEIBHBIX
pyOILIOBBIX TPOIIECCOB, Ba30OMOTOPHBIE, OTEYHO-KaTa-
panbHbIe, aTpoUIecKre TYOOTUTHI, a Takke PYOIIOBYIO
nedopmaiinio ciayxoBbix Tpyo [9—11]. B GonbiimHCTBE
cJTy4yaeB K CTOMKOM TUCHYHKIIMU CTYXOBOW TPYOBI MOXET
MPUBOINThL HaJIW4YMe aleHOWTHBIX BereTauuwii [12—14].
IMpemnoxeHa Takke STPOTeHHAs TUIOTE3a TMPUPOIBI
9KCCY/IaTUBHOTO CpEIHEro OTUTa, COTJACHO KOTOpOW

OBMEH OlbITOM

9KCCY/AT B MOJIOCTSIX CPETHETO yXa MOXET HaKallJIiuBaTh-
Csl BCJIGZICTBUE HEpallMOHAJbHOTO JICUeHUsI OCTPOTO Ka-
TapaJbHOTO OTUTAa aHTUOMOTUKaMH [15, 16].

Takum o0pa3oM, J0 HACTOSIIETO BPEeMEHM HE Cy-
IIECTBYET €IMHOTO0 MHEHUSI OTHOCUTEIbHO 3THOJIOTUU
U TIaToreHe3a 3KCCYJIaTUBHOTO CPEIHEro OTuTa y aeTei
u TeM 0ojiee HE YCTaHOBJIEHBbI TOYHbBIC TIPUUYUHBI PELIM-
JNUBUPOBAHUST BTOTO 3a00JIEBAaHMSI, UTO 3aTPYIHSIET €ro
JIeyeHue.

Ileabto HacTOSIIETO MCCIENOBAHUS SIBUJIACH OlLIEHKa
cocTosiHUS (DYHKIIMU CIIYXOBOU TpYyObI y AeTeil ¢ IKCCy-
JIaTUBHBIM CPEIHUM OTUTOM TIOCJI€ TIPOBEACHUSI XUPYP-
TMYECKOTO BMeIIaTe/IbCTBA B 00JIaCTU HOCOTJIOTKM.

XapaktepucTtuka petei U MeToabl UCCNeAoBaHUS

B oropunoanupnromornyeckoMm otaeneaun HUKU
nenuarpun uM. axkana. O.E. Benbrumesa B mepuon
¢ utonst o aekadbpp 2015 . obcnenoBaHbl 144 peGeHka
C PEIUIVUBUPYIOIIUMA CPETHUMU OTUTAMU M dKCCyma-
TUBHBIMU CpeIHUMM OoTUTaMu. Bcem aersm (288 yuieit)
ObLJIO MPOBEACHO  aylMOJIOTMYecKoe 00caenoBaHue,
B YaCTHOCTH TUMITAHOMETPUSI, a TAKKe IHIOCKOTTUIECKOE
WCCIIeIOBaHNE TIOJIOCTH HOCa W HOCOTJIOTKU. B ciydae
JMUATHOCTUPOBAHUS Y JETeW KIMHWUYECKHM 3HAUUMBIX W3-
MEHEHU HOCOTJIOTKHU (TUTIepTpoGbrsT TPYOHBIX BaJIMKOB,
runepTpodusT ageHOUITHONW TKaHW, PYOIIOBBIC CYXKEHWSI
[JIOTOUYHBIX YCThEB CIYXOBBIX TPYO) ObLIO PEKOMEHIOBA-
HO TIPOBEIEHNE HIOCKOTTMUECKON PeBU3UN HOCOTJIOTKI
o, 00111e#t aHECTe3UeH ¢ 1eTbI0 KOPPEKIIMU HapyIIeHU .

OnepaTuBHOE BMeIIATEILCTBO oOcylecTsieHo 103
maumeHTaM: 47 (45,63%) neTssM BBITTONHWIN SHIOCKO-
MUYECKYIO IIeBepHYIO ameHoToMMio, 46 (44,66%) —
SHIOCKOTIMYECKYIO MECTPYKIIMIO TyOapHBIX BaJNKOB,
tummniaHotomuto, 10 (9,71%) — peBU3MIO HOCOTIIOTKH
C WCCeYeHMEM pYOIIOBOW TKaHW W MOICIUPOBAHUEM
YCThsI CITyXOBOU TpyObI. [loydeHHBIE pe3yIbTaThl OIle-
HUBAJINUCH B cpenHeM uepes 30—40 nHeii.

Pe3ynbTathl

B xozxe mpoBeneHUsT TMarHOCTUYECKON SHIOCKOTNU
HOCOTJIOTKU M TJIOTOYHBIX YCThEeB CIIYXOBBIX TPYyO Hanbo-
Jiee YacThIMU HaxOJKaMW ObLTH: TMTIEpIUIa3us TybapHO-
TO BaJIMKa, TUTIEPIUIa3usl U BOCTIaJeHe HOCOTIIOTOYHOM
MWHIAJTMHBI, THOMHOE OTAEIsIeMOe CUHYCOTeHHON TIpu-
POJIbI Yepe3 YCThe CIIyXOBOM TPyOBI (CM. pUCYHOK). Pexke
BCTpPEYAIMCh. PyOLIOBbIE M3MEHEHUS TJIOTOYHBIX YCThEB
CIIYXOBBIX TPYO, TUTIOTUIa3UsI CITYXOBOM TpyObl. Pe3ymnbra-
THI MCCIEIOBAaHMS TIpeacTaBieHbl B Tabauie. [Tpu mpo-
BEJICHUM TMMITAHOMETPUU OBIIN TTOJTYYEHbBI CIeIyIOIINe
pe3ybTaThl: TUMIIAHOTpaMMa TuIa B 3apernctpupoBaHa
B 146 (50,7%) cny4asx, Tummnanorpamma tumna C — B 97
(33,7%), TummanorpamMma tima A — B 45 (15,6%).

Yepes 1 Mec mocie oIepaTMBHOTO BMEIIATEIHCTBA
BCEM JIETSIM OBIJIO TIPOBEIACHO ayIMOJIOTMYecKoe 00ce-
nmoBanve. HopManuzamnusa TmokasaTteneil TUMITAaHOMe-
Tpuu orMmedeHa y 85 (91,4%) nereir. Y 4 (4,3%) nereit
JI0 OINEpPaTMBHOTO BMEIIATEIbCTBA PETUCTPUPOBAJIACH
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Acmanos A. 1., [Tusnesa H.JI. lucyHKIMS CITyXOBOM TPYObI Y IeTei MOC/IE ONePaTUBHBIX BMEIIATEIbCTB B 001aCTH HOCOTJIOTKI

Ta6ﬂuua. Pe3yJ’ll)TaTl>l JIMATHOCTUYECKOM 9HIOCKONUY MOJIOCTH HOCA M HOCOINIOTKH

DHIOCKOTMYECKUE HAXOAKM

KonnuecTBo 00C/Ie10BaHHBIX IETei

abc. %

Tuneprpodust TpyOHBIX BAIMKOB 60 36,58
Tuneprpoduss HOCOrTOTOYHOM MUHIATUHBI 30 4,89
BocmaneHne HOCOrTOTOYHOM MUHIATMHBI 0€3 BhIpaXKeHHOM TMIIEPIUIa3UK 7 4,27
Hwu3zkoe nmoyioxxeHne II0TOYHOTO YCThSI 9 5,49
PyO1i0BbIe M3MEHEHMS B 00J1aCTH TTIOTOYHBIX YCTHEB CIIYXOBO TPYOBI 15 9,15
THoitHOE oTHETISIEMOE B YCTHE CIIyXOBOM TPYOBI 18 10,98
JIumbonaHast TKaHb B YCThE CIIyXOBOU TPYObI 4 2,44
Tumnorutasust cyxoBoii TPyObI 1 0,61

Bcero 144 100

Pucynox. DKccynaTuBHblii cpeqHuii oTMT. OTOoCKOnuyecKas
KapTHHA.

TUMIaHOTpaMMa Tuma B, dyepe3 1 Mec mociie orepanuu
3aperucTpupoBaHa TMMIaHorpaMmma tumna AC, 4to pac-
LIEHEHO KaK TMOJIOXHWTEeIbHAsl AMHaMUKa Ha (oHe Ooiee
IpyObIX HApYIIEHW TIPOXOAMMOCTH CIIYXOBOM TPYOBI
1 PEKOMEHIOBAHO MMOBTOPHOE ayIMOJIOTUIECKOe 00Ce-
nmoBaHue depe3 3 mec. Y 4 (4,3%) neteit mocie ameHoO-
TOMUM OTMEUYEHO COXpaHeHWe MPU3HAKOB AUCOYHKINHN
CITyXOBO# TPYyOBI B MMOCICONEPALIMOHHOM TIEPUOJIE.

06cyxpeHue

CylIIecTBYIOT pa3JIMuHbIe MOAXOAbI K TUArHOCTHKE
9KCCYAAaTUBHOTO cpenHero oturta. [lIupoko pacrpo-
CTPAaHEHHBIM <«KJIACCUYECKMM» METOIOM JIMArHOCTUKU
3a0oJieBaHMs, OE3YCIIOBHO, sIBJsieTcsl oTockonusi. Hau-
Oosiee MHMOPMATUBHBIM CITIOCOOOM OLIEHKU CIIyXOBOM
(GYHKIMU TO-TIPEKHEMY OCTaeTCsl  ayarOJIOTMYECKOe
obcnenoBanme [17, 18]. R. Metson u coaBT. mpu Ha0JIO-
NIEHUU TpyMIbl aeteit (n=115), ctpagaBinx 6poHXUab-
HOIM aCTMOM WM aJlJIepPTUYeCKUM PUHUTOM, YCTAHOBUIIU

y 30% W3 HUX OTOCKOMUWYECKUE U3MEHEHUS B CpeIHEM
yxe, pu 3ToM 5% neTeil UMeIn TUMIIaHOTpaMMy ThTia B,
20% — tuna C [19].

CoBpeMeHHbIE CBETOBOJIOKOHHBIE CUCTEMBI JUISI OC-
MOTpa HOCOBOI TOJIOCTU Y HOCOTJIOTKM OTKPBUIM IITUPO-
K1e BO3MOXHOCTHU IS TUaTHOCTUKU U OCYIIECTBICHUS
Pa3IMYHBIX MAHUMYISUNA B 00JACTH TJIOTOYHOTO YCThS
ciryxoBoit TpyOsI [20]. OO1IenpuHSITEIE METOAbI JUATHO-
CTUKU, B TOM YHCJIE ayIMOJIOTMYECKIE, TTO3BOJISTIOT JINIIb
YCTaHOBUTH caM (hakT HaJIMUUSI TyOapHOUW AUCHYHKIIUU
U ee CTereHb. DHIOCKOMUYECKHUI KOHTPOJb obecre-
YMBaeT YETKYI BU3YyaJIu3alMI0 U OLEHKY TJIOTOYHOTO
YCThs CIIyXOBOI TpPyObl B IOKOE, B IpOILIeCcCe TI0TaTe/b-
HBIX ABMKeHU, Tpo0 ToitHOM 1 BanbcanbBbl, MO3BOJISIET
MPOBOJUTh AWATHOCTUUECKUE MAHUITYJISILIMU, KOTOpPBIE
SIBJISIIOTCS IAASIIMMU Y HE BBI3BIBAIOT TPaBMaTU3AINIO
Jaxke BOCMAJIEHHOM CIM3UCTON 000/0uKU. JnarHocTu-
YyecKMe HaXOIKH IMPU 3TOM MOTYT OBITh MOJUMOPGHBIMU,
YETKO JIOKAJTM30BaHHBIMU U 3a4aCTYIO0 HEOKUTaHHBIMU.

XapakTep MU3MEHEHUI B CPEIHEM yXe TaKXKe IMO3BO-
JISIET OCYILIECTBUTh SHIOCKOIMUYECKOe UCCIeI0BaHNE
C MPUMEHEHMEM CBETOBOJIOKOHHOW OMTUKU. DHIOCKO-
MUYECKUI OCMOTP TJIOTOYHOTO YCThSI CIYXOBOM TPYOBI
SIBJIIETCS  BBICOKOMH(OPMATUBHBIM U HE3aMEHUMBIM
METOJIOM B O0IIIeM KOMILUIEKCE OOCIeIOBAaHUS U JIEYEHUS
neTeit ¢ TydapHbIMU TUCHYHKIUSIMU.

B nutepaTtype mpencraBieHO MHOTO MCCIE€IOBaHUIA,
HarpaBJICHHBIX Ha U3yUYeHUE COCTOSIHUSI OapabaHHO 10~
JIOCTH TIPU 9KCCYJIATUBHOM CPEHEM OTUTE IOCJIe XUPYp-
TMYECKOT0 BMelllaTebcTBa. B 1aHHOM cilyyae OCHOBHBIM
OLICHOYHBIM KPUTEpPUEM SIBJISUIOCH COCTOSTHME OapabaH-
Hoil mepenoHku [21]. B npyrux uccienoBaHUsIX OCHOB-
HOEe BHHUMaHHWE YIEIsJIOCh HE THUMITAHOMETPUYECKUM
NaHHBIM, a mpobe BasbcanbBbl, a TaKKe CyObeKTUBHOIM
OlIEHKE COCTOSIHUS TaiimeHToB [22—25]. C Halleit Touku
3peHMsI, HE MEeHee BaKHO OIpeAesINTh, HACKOJIbKO ObI-
CTPO HACTYMAIOT WIW HE HACTYMAOT U3MEHEHUS B BEHTU -
JISIUY TOJIOCTU CpeaHero yxa. B naHHoOM mccnenoBaHumn
OCHOBHBIM OOBEKTUBHBIM METOJIOM OILIEHKM SIBJISLTUCH
TUMITAHOMETPUUECKME HaHHble. J{MarHocTupoBaHHast
HaMM KOHBEpPCHUsI TUMIAHOTpaMMbl B TUN A B Oosee
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yeM 90% ciydaeB MOATBEPKAAET Pe3yabTaThl IPYTHX UC-
cienoBaHuii [26].

JIMMUTHpPYIOIIMMY TIapaMeTpaMy HaIIeTo MCCIIeN0-
BaHMS SIBJISIIOTCSI OTHOCHUTEIBHO HEOONBIION 00beM BBI-
OGOpKM TALIMEHTOB, BPEMEHHON MHTEpBall 00CIeI0BaAHUS
TocJie  XMPYPru4ecKOro BMeENIATebCTBA W OTCYTCTBHE
KOHTPOJILHOM TPyMITbl. MBI HE MOXeM CKa3aTh, HACKOJTb-
KO 3aperHCTPUPOBAHHBIEC YAYIIIEHUSI KOPPEIUPYIOT C TTO-
BBIIIIEHNEM KaueCTBa XXU3HU MALIMEHTOB, a TAKXKe ObLIO JIN
JIOCTUTHYTO CTOMKOE YITy4dIlIeHUe X COCTOSTHUS (HaInuue
peuMaIrMBOB B KaTaMHe3e). B OymyiieM ¢ yuetom 3THX yc-
JIOBUI MBI TUTAHUPYEM TTPOIOJIKUTD UCCIIeOBaHNE.

3aknovyeHue

ITpu Hanuuum TyO6apHBIX TUCHYHKINN y IeTel B MO~
NaBJISIIOIIEeM OOJIBIIMHCTBE CJIy4aeB BBISIBISIIOTCS KOp-
puUrupyeMble U3MEHEHMST B 00JJaCTU HOCOTJIOTKU U TJIO-
TOYHOTO YCThSl CJIYXOBOU TpPYyObl. DHIOCKOMUYECKUIA
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OﬁOFaIHEHHbIe BUTAMHUHAMU NPOAYKTDLI NIPUKOPMA B MUTAHUA IleTeﬁ PaHHETO0 BO3pacTa
B.M. Koderuosa

PreYH «depepanbHbli CCNeaoBaTeNbCKUN LLIEHTP NUTaHus, 61UoTexXHoNornm 1 6esonacHocTy nuwmn», Mockea, Poccus
Vitamin-fortified complementary foods for infant nutrition

V.M. Kodentsova

Federal Research Centre of Nutrition and Biotechnology, Moscow, Russia

Paumon coBpeMeHHOI KoMl JKeHIMHBI U3 HATYPAJIbHbIX MPOAYKTOB, aJIeKBATHDIIA M0 JHEPrOTPATAM M MHOTIA JaXKe U30bITOY-
Hblii 110 KAJIOPUIAHOCTH, He CIIOCO0EH 00eCeYuTh He0OX0UMbIM KOJHYECTBOM BUTAMUHOB OPraHu3M camoii kenimunbl. Coaepxanue
BUTAMHHOB B IPYZIHOM MOJIOKE JKEHIIMH, HEJ0CTATOYHO 00€eCIeYeHHbIX BHTAMIHAMH, HIDKE, 4YeM Y KOPMSIIIMX MaTepeii, aIeKBATHO
obecnevyeHHbIx BuUTaMuHaMu. [ToTpeOHOCTH pacTyiero pedbeHKa, HaXOAANErocs HCKIIOYUTEIbHO HA eCTeCTBEHHOM BCKAPMIMBAHUN
JKEHIIMHAMHU € THIIOBUTAMUHO30M, HE MOTYT OBITh Y/IOBJIETBOPEHBI 32 CYET IPpyHOro MoJioka. Ha ocHoBaHuM aHA/IM32a BUTAMUHHOTO
cTaryca GepeMeHHbIX M KOPMSIIIMX JKEHIIMH, 2 TAKXKe COePKAHNS BUTAMUHOB B IPYJIHOM MOJIOKE MaTepeii ¢ pa3/inyHoi o0ecreyeH-
HOCTbI0 BUTAMMHAMH TPEICTABIEHO 000CHOBAHME 1€JIeCOO0OPA3HOCTH BKIIIOUEHHUS B PALMOH MUTAHUSA JeTeil MepPBOro roaa Ku3Hu
00OrameHHbIX BATAMMHAMHM W MHHEPAJIbHBIMHU BEIIECTBAMH NMPOAYKTOB MPMKOPMA HA 3epHOBOi ocHoBe (Kaum). /s nonnepkanus
BUTAMMHHOTO CTATYCA HEOOXOAMMO BKJII0YATH B PAIIMOH KOPMSIIIMX XKEHIIMH BUTAMUHBI M MUHEPAJIbHbIE KOMILIEKCHI M1 000TaIeH-
Hble BATAMMHAMM NMPOIYKTbI.

Karoueevte caosa: demu parnneeo 603pacma; 8UMamutbl; 000eaueHHble BUMAMUHAMU NPOOYKMbL NPUKOPMA,; KAUWU.

Aﬂﬂ unTupoBaHus: KOAeHL{OBa B.M. OﬁOI’aLL[eHHbIe BUTa@MUHaMU NMpPOAYKTbI MPUKopmMa B nutaHun qereﬁ paHHero so3pacrta. Poc BecTH nepuHaros
v neamatp 2016; 61: 5: 102-105. DOI: 10.21508/1027-4065-2016-61-5-102-105

The diet of modern nursing women consisting of natural foods is adequate for the consumption of energy and sometimes excessively
caloric can not to provide the organism with the necessary amounts of vitamins. The content of vitamins in breast milk of insufficiently
supplied women is less than in nursing mothers, adequate supply of vitamins. The needs of the growing breast-fed child by women
with multivitamin deficiency can not to satisfied by means breast milk. Based on the analysis of the vitamin status of pregnant and lac-
tating women, as well as the content of vitamins in breast milk of mothers with various vitamins sufficiency conclusion for inclusion
in the diet of infants enriched with vitamins and minerals weaning cereal-based products (cereals) had been made. Vitamin and min-

eral supplements or vitamin enriched foods must be included in the diet to maintain the vitamin status of lactating women.

Keywords: young children; vitamins; vitamin-fortified complementary foods.
For citation: Kodentsova V.M. Vitamin-fortified complementary foods for infant nutrition. Ros Vestn Perinatol i Pediatr 2016; 61: 5: 102-105(in Russ).

DOI: 10.21508/1027-4065-2016-61-5-102-105

BI/ITaMI/IHbI U MUKPOBJIEMEHTbl (MUKPOHYTPUEHTHI) —
He3aMEHMMbIe THUIIEBbIE BELIECTBA, KOTOpbIE MO-
CTYMalOT C MUUIEH U HE CUHTE3UPYIOTCS OPraHU3MOM
yesoBeka. B OTHOUIEHWM BUTAMUHOB CYTb TOHSITUS
«HOPMbI (DU3MOJOTUYECKUX TMOTPEOHOCTEN» CBOJUTCS
K TOMY, YTO 3TO YCpPEeIHEHHas BeJIMYMHA TMOCTYIUICHUSI
TOrO WM MHOTO BUTAMMHA, OCTATOYHAsH IJISl YIOBJIET-
BOpeHUs (PU3MOJIOTUUECKUX TOTPEOHOCTEll HE MeHee
yeM 97,5% momynAIMM U TipU3BaHHAS OOECTICUUTH OTI-
TUMAJIbBHYIO peanu3aiuio Gbu3nonaoro-oMoXuMuIecKux
MPOLIECCOB, 3aKPEIJIEHHbIX B T€HOTUIE YeslOoBeKa. DTu
BEJMYMHbBI YCTAHABIMBAIOTCS Ha OCHOBAHWU HAYYHBIX
NIAHHBIX TI0 M3y4YeHUIO0 (PUBMOJIOTUYECKON MOTpeOHO-
CTH, TTIOCTOSIHHO YTOUHSIOTCSI U JOMOJHSIIOTCS 151 TOTO,
YTOObI 00ECNEeUYUTh MOJHOLIEHHOCTh MUTAHUS U CBECTU
K MUHUMYMY PUCK BO3HUKHOBEHMSI OOJIe3Heil HemocTa-
TOYHOCTH.

Mosoko Marepu — WJeaIbHbII MCTOUHUK MMKPO-
HYTPUEHTOB TSI NEeTel TIEPBBIX 6 MecsIeB KU3HMU.

© KopgeHuosa B.M., 2016

Anpec 1 koppecnonaenuun: Koseniiosa Bepa MutpocdanosHa — 1.6.H., npod.,
3aB. JJabopaTopueli BATAMUHOB ¥ MUHEPATbHBIX BeliecTB DenepanrbHOro ucce-
JIOBATENbCKOTO IIEHTPA MUTaHMsl, OUOTEXHONOTHH 1 6€30MacHOCTH MUILN

109240 Mocksa, YcTbUHCKMIA 11p., 1. 2/14

CoriacHo pesysbraTtam uccienoBaHuii (Tabja. 1), cocras
TPYIHOTO MOJIOKA JWHAMUYEH, 3aBUCUT OT CPOKa JIaKTa-
1Y, 00ECTICUEHHOCTH XEHIITUHBI BUTAMIUHAMY 1 MUHE-
pPaTbHBIMY BEIIECTBAMY M MOXKET U3MEHSIThCS B TCUCHUE
He TOJIbKO CYTOK, HO Jlaxke ¥ OJHOTo KopMmJyeHwus [1]. DTo
OOBSICHSIETCST TeM, UTO CEKPEIINsl BUTAMUHOB C MOJIOKOM
3aBUCHUT OT IMUTAHUSI, 00ECTIEICHHOCTH KEHIITMHBI STUMHU
MUKPOHYTPUCHTAMHU U CPOKA JIAKTAIIHM.

MuHUMaTbHBIE KOHIICHTPAIIUW BUTAMUHOB B TPYI-
HOM MoJtoke (Ta0J1. 2) XapaKTepHBI JIJIsI KEHIIWH ¢ 1ehu-
LIUTOM TOTO WUJIM UHOTO BUTaMUHA (BUTaMUHOB). CyTOU-
Hasl CeKpelrsi BATAMIHOB C XEHCKUM MOJIOKOM 3aBUCHUT
OT WX CONepKaHUSI B PAllIOHE W KOPPETUPYeT C UX TI0-
TpebseHremM matepbio [5]. bosbliioe BausHME Ha cOCTaB
TPYIHOTO MOJIOKA OKa3bIBaeT WHIWBHMIYaJTbHBIN Xapak-
Tep MUTaHusl. PaHee cumTanock, 9To puUCK AeduIinTa Bu-
TaMuHa B, BO3MOXEH TOJILKO Y CTPOTMX BETETAPUAHIIEB,
OITHAKO B TTOCJICIHUE TONBI OBUTO TIOKa3aHO, YTO y OBO-
W JTAKTOBETETapUAHIIEB, a TAaKXe JIWII, TTOTPEOIISIONINX
HEOOJIbIIIOe KOJTMYECTBO Msica, TAaKKe BO3MOXEH PHCK
nebuuura BuTaMuHa B .

Henocrarounast  00GecrieueHHOCTh ~ MUKPOHYTPH-
€HTaMU OpraHW3Ma KOPMSIIIe >XEHITWHBI TTPUBOIUAT
K CHIDKCHHIO CEKPEIMd MUKPOHYTPUEHTOB C TPYIHBIM
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Kodenyosa B. M. OboraiieHHbIe BATAMIHAMHU POAYKTHI IPUKOPMA B TUTAHUHU IETeH PAHHETO BO3pacTa

Tab6auya 1. ConepkaHue BATAMHHOB B TPYIHOM MoJioke [1—4]

Buramun Blu Ha 100 kkan
D 4—-110 ME 0,015—0,4 Mxr
A 150—1100 mKr/1 22—160 MKT
12 0.5-1,6 34}06’9 1T THXK) O o e
K 0,6—10 MKr 0,09—1,5 MKT
B, 150—330 mMxT 23—35 MKT
B, 275—710 MxT 41-90 MxT
Huanux 1100—2300 MKr 164—343 mxr
IMaHTOTEHOBAs KMCIOTA 480—6700 MKT 269—552 MKT
B, 70—310 MKT 10—46 MKT
domnar 24—141 MKT 3,8—20,9 MKT
B, 0,15—1,11 MKT 0,02—0,09 MxT
C 30—100 mr 4,5—15 mr
buotun 3,8—9 MKT 0,75—1,3 MKT

Tabauya 2. KoHueHTpanus BATAMUHOB B TPYIHOM MOJIOKE B 3aBUCHUMOCTH OT 00eCTeYeHHOCTH KeHIMH BUTamuHamu [1]

Buramun

HeobGecneueHHbIE BATAMUHOM

ObecrnieyeHHbIE BATAMUHOM

MoJ10KO XKeHIIIMH, POAMBIINX B CPOK

C, mMr/a 20-85 35—-116
B,, MKkr/n 23-220 107—637
B,, Mxr/n 81-358 152—600
MoJ10KO npekaeBPEMEHHO POIMBILUX XKEHIIUH

A, MKT/1 120—-630 240—-2260
E, Mxr/n 1000—3490 1900—4800
B, Mxr/n 80-212 130—-280
B,, Mxr/n 22-340 240-790
B,, Mxr/n 80—120 100—220

MOJIOKOM, YTO BeIeT K HEJOCTATOYHOMY TOTPEOICHUIO
MUKPOHYTPUEHTOB Y MIJIAJICHIICB, HAXOMSIIINXCS NCKITIO-
YUTEFHO Ha TPYTHOM BCKapMJIMBAHWU, W, KaK CIel-
CTBUE, K HEIOCTaTOYHOW OOECTICYeHHOCTH MUKPOHY-
TPUCHTAMM OpTaHW3Ma TPYIHOTO pebeHKa. JlokazaHo,
YTO KOHIIEHTPAIWSl BUTAMWHOB B TPYTHOM MOJIOKE, KO-
TOPBIM BCKapMJTUBAIA 00ECTICYeHHBIX BUTAMUHAMU MJla-
TIEHIIEB, BBIIIE, YeM B TPYITHOM MOJIOKE, KOTOPBIM KOp-
MMM HeoOeCTIeUeHHbIX BUTAMUHAMM JETEH.
WccnenoBanue ButamuHHOrOo ctaryca 137 Oepe-
MEHHBIX XEHITMH MOCKOBCKOTO peTHOHa IT0Ka3alo,
yTOo Hambosiee 4acto (mpuMepHo y 60%) BBISIBIISIICS
CHVXKEHHBIN YpOBeHb B KpoBY BuTaMuHa D (<30 Hr/mu)
u B-kaporuHa (<20 mxr/mr). Jojst Jaull CO CHUXEH-
HBIM YPOBHEM B CHIBOPOTKE KPOBU (hOJIMEBOI KUCIOTHI
(<3 mxr/mn), BuTamuHoB A (<30 mxr/mn) u E (<0,8 mr/mn)
OblJ1a He3HaunTeTbHA U cocTaBwia 4—7%. Becemu 8 msy-
YeHHBIMU BUTAMUHAMU W B-KapOTWHOM OBUTA obecrie-
YeHBI JTUIIH 7% o00cienoBaHHBIX. CHIDKEHHBIN YPOBEHb
B CBIBOPOTKE KPOBM |—2 BUTAMWHOB BBISIBIIsLICS Y 62%

JIM1I, HeJ0CTaTOK 3 U 0oJiee BUTAMUHOB (TTOJIUTUITOBUTA-
MHUHO3) — ¥ 31% GepeMeHHBIX. TakuM 00pa3oM, HabIIO-
Janach TUMTAYHAS I Halllel CTpaHbl KapTMHA — OJIHO-
BpeMeHHasT HeJIOCTAaTOYHOCTb BMTAMWHOB Tpymnmbl B,
ButamuHa D u kapotnHounos [6—S8]. [TogoGHBI nedu-
LT OTMEYAeTCsT He TOJIbKO BECHOI, HO U B JICTHE-OCEH-
Huil nmepuoa [9] u coueraeTcs ¢ AePUUIMTOM Kasbllvs,
iiona, Xxesne3a M psaa APYrMX MUKPOHYTPUEHTOB (LIMHK,
marHuii). Hwuskass oOecrneyeHHOCTh BUTAMUHAMM Xa-
pakTepHa 1 TSl IPYTUX PETUOHOB.

OCHOBHBIMU ~ TIpUYMHAMM  HApYIIEHUS  TMOJHO-
Thl U COATAaHCUPOBAHHOCTU TUTAHUS SIBISIOTCS TIpe-
BBIIIICHUE KAJIOPWITHOCTA pallioHa 110 CpPaBHEHUIO
C BJHeproTpataMM B YCJIOBUSIX HEIOCTATOUHOM (DU3M-
YeCKOM Harpy3ku, 4To MPUBOAMUT K M3OBITOYHON Macce
Tela M Pa3BUTHUIO OXUPEHUs cpenn aeTckoro (mo 20%)
u B3pociioro (6onee 55%) HaceneHUs, U30BITOYHOE TTO-
TpeOJIeHre X1pa, caxapa W COJIM, HeJIOCTaTOYHOE TIOTpe-
OsieHne OosblIMHCTBA BUTaMuHOB Tpynn B, D, C u E,
KapoTUHOUIOB, a TaKXKe psiia MUHEpaTbHBIX BEIIECTB.
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Jaxe nmeaabHO TTOIOOpAaHHBIN PallMOH B3POCIBIX, pac-
cuntaHHbil Ha 2500 KKan B IeHb, Je(ULIMTEH 0 0OJIb-
IMMHCTBY BUTAaMWHOB, MO KpaitHeir Mepe, Ha 20%
1 He obOecreunBaeT MOBBIIIEHHBIE MOTPEOHOCTH Oepe-
MEHHBIX U KOpMSIIMX XeHIIWH. Kpome aToro, cyie-
CTBEHHBII BKJIaJ BHOCHUT WCITOJIb30BAaHKWE PaIliOHOB,
HE COOTBETCTBYIOIIMX MPWHILIMIIAM PallMOHAIBHOTO TH-
tanus [10]. TTo nanabIM DenepadbHOM CITYy>KOBI TOCYAAp-
CTBeHHOM ctatnucTuku 3a 2014 1., HaOmomaeTcs HemoCTa-
TOYHOE TOTpebeHUe HaceJeHUEeM OBOIeH U (hPYKTOB,
MSICHBIX TPOJYKTOB 1 pbIObI [11].

st ymoBieTBOpeHUST TTOTPEOHOCTH pebeHKa B MMU-
KPOHYTpUEHTaX W YBeJIMYEeHUs oObeMa JIaKTalluW He-
00XOAUM JIOTIOJTHUTEIBHBIN TIpUeM BUTAMUHOB W MU-
HepaJbHbIX KOMITJIEKCOB B TIEpUON OepeMeHHOCTU
u kopmieHus rpynbio [3]. HecomHeHHO, MaTepuHCKOE
MOJIOKO SIBJISIETCSI ONTUMAIbHOM TMUIIEH TSI HOBOPOXK-
JIEHHOTO, OJTHAKO TI0 Mepe pocTa pebeHKa ero CTaHOBUT-
¢S HEIOCTATOYHO JIJIST TTIOJTHOLIEHHOTO POCTa U Pa3BUTHSI.

B xawecTBe mepBoro mpukopMa pebGeHKa TMepBOTO
rofia XU3HU MOTYT OBbITh MCITOJb30BaHbI 0OOTAlllEHHBIE
BUTAMWUHAMU ¥ MUHEPATbHBIMU BEIIeCTBAMU Kalllv MPO-
MBIIIUIEHHOTO TMPOM3BOACTBA. [lompoOHOe omucaHue
MPEVMYIIECTB MCITOJB30BAaHUS Kalll TMPOMBIIIJICHHOTO
Mpou3BoJCTBa onucaHbl B padbote M. H. 3axapoBoii u co-
aBT. [12].

B Harrei ctpaHe K MpoayKTaM MpUKOpPMa MPeabsIBIs -
I0TCS OYEHb XecTkue TpeboBaHusi. PazpaboTaHbl 10KY-
MEHTBI, perlaAMEHTHPYIOIIe (POPMBI, 1036l BUTAMUHOB
1 MUHEPaJIbHBIX BellecTB (TabJ1. 3).

CornacHo TexHuyeckomy periaMeHTy TamMoXXeHHO-
ro coto3a TP TC 021/2011 «O 6Ge3omacHOCTA TIUIIEBOM
nponykuuu» (cT. 8, m. 12), «IIpu MPOU3BOACTBE (M3rO-
TOBJICHWUH) MUIIEBOI TTPOAYKIIUN JUTSI IETCKOTO MUTAHUS
IUISL IeTeil BCeX BO3PACTHBIX TPYMI C 1ENbI0 MPUIAHUS
crienMduUIecKoro apoMara W BKyca IOITyCKaeTcs WC-
MOJTb30BaTh TOJBKO HATypajbHble MHUIIEBbIE apoOMaTH-
3aTopbl (BKycoapoMaTH4yecKue BelecTBa)». CortacHO

OBMEH OlbITOM

TpeboBaHUsIM TexHUYECKOro perjaMmeHTa TaMOXXeHHO-
ro cotoza TP TC 021/2011 «O 6e30macHOCTH TUIIIEBOM
MpoayKUMu» (CT. 8), IpX MPOU3BOICTBE (M3rOTOBJIEHUN)
MUIIEBOM MPOAYKIMY JUISI IETCKOTO MUTaHUsI 3aIlIpeleHO
WCIIOJIb30BaHNE OCH30MHOI KUCIIOTHI M €€ CoJIell, Kpo-
M€ TOTO, OHa He JOJIKHA conepkKaThb MOJCTACTUTENEH.
He nomyckaeTcst mpuMeHeHMEe KpacUTeIeH.

MexnyHapoaHbiMu pernameHtaMmu (Scientific Com-
mittee on food on revision of essential requirements
of infant formulae and follow-on formulae, EC, 2003)
YCTaHOBJIEH BEpXHUIT 0€30TIacHBIN Mpeaea YpOBHS BUTa-
MUWHOB B ITpOAyKTax rnpukopma [ 13, 14]. BepxHuii ipenen
cofiepKaHUs B MPOAYKTaX MPUKOPMa M CMECSIX HUAlM-
Ha, BUTaMuHa B, dhonneBoil 1 aCKOPOMHOBOW KHUCJIOT,
JIUIS1 KOTOPBIX CYIIECTBYET MOTEHIIMAIbHAsI BOBMOXHOCTh
BO3HMKHOBEHUS HeXeJaTeJbHBbIX 3(P(PeKTOB, OBIIT ycTa-
HOBJICH MCXO/IsI M3 IMMOTPeOJICHNST MJTaJicHLIEM MacCoi 5 KT
cMecH ¢ dHepreTnueckoii neHHocThio 500 kkan (100 kkai
Ha | KT Macchl Tesia B CyT), coiep>kaHue BUTAMUHOB B KO-
TOpPOI HE JNOJDKHO TIpeBbIIaTh 1/3 OT BEpXHEro Aomy-
CTUMOTO YPOBHSI MOTpebaeHus it aeteit 1—3 net. Mak-
CUMaJIbHOE colepXKaHue acKOpOMHOBOW M (osneBOi
KUCJIOT B CMECSX MOXKET JIOCTUTaTh 2—3-KpaTHOTO TIpe-
BBILIEHUS TI0 CPABHEHUIO C BEJIMUMHON PEKOMEHIYEMOTO
NoTpeOJIeHNs], a HUALMHA U BUTaMKuHa B, — 5-kpaTHoro.

IMponykTtel «®pyToHsHSSI» MOJTHOCTHIO OTBEYAIOT Ha-
LIMOHAJIBHBIM M MEXIYHApOAHBIM TPpeOOBaHUSIM K TPO-
M3BOJICTBY TepBOro npukopMa mjs aereit. Cyxue Kaiu
nuHeiiku «[lepBbiii BbIOOp» comepxat ButamuHbl C, E
u PP, B,, B,, B,, B,,, D,, nantoteHoBYI0 1 (hoIKEBYIO
KUCJIOTHI, OMOTUH, O0OTrallleHbl IMHKOM, HOI0M, Keje-
30M. Mcronb3oBaHME TaKMX OOOTAIlEHHBIX TPOIYKTOB
B NIUTAaHWM JIeTEel paHHETo BO3pacTa OOECIEUUT TOJHO-
LIEHHOCTb TIUTaHUS U TIO3BOJIMT CBECTM K MUHUMYMY
PUCK BO3HUKHOBEHHUS 00JIe3HE HEAOCTATOYHOCTU ITUX
MUKPOHYTPHUEHTOB.

CymMMupysl BbIlIECKa3aHHOE, CJIeAyeT OTMETHUTh,
YTO pallMOH COBPEMEHHON KOPMSILEH KEHIIWHBI

Tab6auya 3. CoaepkaHue MUHEPAJbHBIX BEeHIECTB U BATAMUHOB B KALIAX CYXHX 0€3MOJIOYHBIX ObICTPOPACTBOPUMBIX (MHCTAHTHOTO

npurotosienus) (n.12.2.2.CaHITuH 2.3.3.1078-01)

MuHepaibHbIE BelllecTBa Jo3za Jwnana3zon
Harpuit MT, He OoJiee 30
Kambumit MT 300—600
Keneso MT 5-12
Hoxn MKT 40—80
BuramuHsbr:

Tuamun (B,) MD 0,2—0,6
Pu6odnasun (B,) MT 0,3-0,8
Huauun (PP) Mr 3-8
AckopouHoBas kuciota (C) MT 30—100
Petunon (A) MKT-3KB 300—500
Tokodepoa (E) MT 5—10
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Kodenyosa B. M. OboraiieHHbIe BATAMIHAMHU POAYKTHI IPUKOPMA B TUTAHUHU IETeH PAHHETO BO3pacTa

U3 HaTypaJIbHBIX TMPOAYKTOB, aleKBaTHBIA IO 3HEp-
rorparaM M WHOTIJA JaXXe W30BITOYHBIM IO KaJIOpHii-
HOCTH, HE CITOCOOEH O00eCIleunTh HEOOXOIMMBIM KO-
JIMYECTBOM BUTAMUHOB OPTaHM3M CaMOU KEHIIWHEI, a
cJIeI0BaTeIbHO, U TMOTPEOHOCTU PACTYIIEeTo pedeHKa,
HaXoIAIIEerocsl Ha €CTeCTBEHHOM BCKapMJIMBaHUU.
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B MOMOLLIb TPAKTUHYECKOMY BPAYY

TapreTHas Tepanus Ty0€pO3HOTO CKJI€p03a

E.Jl. beaoycosa, /l. B. Brooaseu, A. M. Ilusosaposa, O.B. Kamwiuesa, M. IO. Jlopogeesa

OCIN «Hay4yHo-1ccnenoBaTeNnbCKUn KIMHUYECKUIA UHCTUTYT NeamaTpum nMmenn akagemuka 0.E. Benstuwesa» Nr6OY BIMNO
PHUMY um. H.N. Nuporosa Muxsapasa PP, Mocksa, Poccus

Targeted therapy for tuberous sclerosis complex

E.D. Belousova, D.V. Vlodavets, A. M. Pivovarova, O.V. Katysheva, M. Yu. Dorofeeva

Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical
University, Ministry of Health of the Russian Federation, Moscow, Russia

T'ens Ty0eposHoro ckiepo3a (TSC1 u TSC2) B HopMe (DYHKIMOHHPYIOT KaK KJIaCCHYECKHE TeHbI-CYTPECCOPbI ONMyX0JIeBOr0 PocTa;
noteps pyHKIMH 3THX FeHOB MPUBOIUT K akTuBauuy KuHa3sl mMTOR u pa3Butuio 106pokayecTBeHHbIX onyxoueil. HecmoTps Ha men-
JIeHHOE MPOrpecCUPOBAHNE, CYyO3NEeHIUMAIbHbIE THTAHTOK/IETOYHbIE ACTPOIMTOMbI M AHTHOMHOJIMIIOMbI TI0YEK MOTYT BbI3bIBATH JIe-
TanbHble ucxoabl. nruourop mTOR 3BeposimMyc npoaeMOHCTPHPOBAT Xopouryio 3(h¢eKTHBHOCTb U nepeHocuMocTh Kak B 111,
1aK u B III dasze uccraenosanmii (EXIST-1 u EXIST-2): ymenbiienune oobema actpouutoM Ha 50% u 0osiee — y 35% mnanmeHTos,
o0bema anrnomuosunom Ha 50% u 6onee — y 41,8%. Uepes 3,5 rona uccienoBanmii 3BepouMyc JeMOHCTPHPOBA BBICOKHIA MPO-
HeHT ynepxKanus Ha npenapare — 80,2 u 79% cootBercTBenHo. [1000unbIe 3 deKTh 0TMEYATHCH MPAKTHYECKH Y BCEX MAIMEHTOB,
HaunOoJiee YaCTo HAOMIOAAIMCH CTOMATHUTBI, SI3BbI CJIM3UCTOI PTa, HA30(hapUHIUT. DBEpoauMYC ObLI 3aperucTpuposan B PD, u poc-
CHiiCKHM€e MAUMEHTHI MPUHUMAJIN y4acTue B MeayHapoaubix ucciaenosanuax EXIST-1 u EXIST-2. IToka3anus 1is Ha3HAYEHUs
npenapara npu Ty0epo3HOM CKjiepo3e — CyO3MeHIUMAJbHbIE THTAHTOKJIETOYHbIE ACTPOLMTOMBI Y MAIMEHTOB CTApIIe 3 JieT U aH-
THOMHUOJIMIIOMbI Y AUMEHTOB cTapiie 18 jiet, acconnupoBaHHbie ¢ TY0EPO3HBIM CKJIEPO30M. DBEPOJUMYC 00JaJaeT NOTEHIHAIOM
TAPreTHOro BO3JEHCTBHS HA CNIEKTP KIMHUYECKHUX MPOSIBIEHHI TY0OEPO3HOIO CKJIepo3a.

Karouesote caosa: demu, mybdeposnutii ckaepos, mTOR-uneubumopest, 36epoaumyc, 3¢ppexmueHocmos, nepeHoCUMOCHb.

Ans uyntupoBanus: benoycosa E.[l., Bnonaseu /1. B., lusoBaposa A. M., Katbilwesa O.B., lopogpeesa M. [O. TapreTHas Tepanus Ty6epo3HOro ckie-
po3sa. Poc BecTtH nepuHaton v neanatp 2016, 61: 5: 106-112. DOI: 10.21508/1027-4065-2016-61-5-106-112

The tuberous sclerosis complex genes (TSC1 and TSC2) function as classic tumor suppressor genes in health; a loss of function
of these genes results in activation of the kinase m-TOR and to development of benign tumors. Despite their slow progression,
renal subependymal giant cell astrocytomas and angiomyolipomas can cause fatal outcomes. Both Phases I-II and III EXIST-1
and EXIST-2 trials demonstrated that the m-TOR inhibitor everolimus had good efficacy and tolerability: the volume of astrocyto-
mas and that of angomyolipomas were reduced by 50% or more in 35 and 41% of patients, respectively. After 3.5 years of the trials,
everolimus showed a high retention rate: 80.2 and 79% of the patients, respectively. Virtually all patients were observed to have
adverse reactions, most commonly stomatitis, oral ulcers, and nasopharyngitis. Everolimus has been registered in the Russian Fed-
eration and Russian patients participated in the EXIST-1 and EXIST-2 trials. The indications for prescribing the drug are tuberous
sclerosis complex-associated subependymal giant cell astrocytomas and angomyolipomas in patients older than 3 and in those older
than 18 years of age, respectively. Everolimus has the potential for targeted treatment for the spectrum of clinical manifestations
of tuberous sclerosis complex.

Keywords: children, tuberous sclerosis complex, m-TOR inhibitors, everolimus, efficacy, tolerability.

For citation: Belousova E.D., Vlodavets D.V., Pivovarova A.M., Katysheva O.V., Dorofeeva M. Yu. Targeted therapy for tuberous sclerosis complex.
Ros Vestn Perinatol i Pediatr 2016; 61: 5: 106—112 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-106-112

TapFeTHaH Tepanus (OT aHII. target — MWIIEHb) —
TEXHOJIOTHS JIeUeHUsI, OCHOBAaHHAas Ha TPUHIMIIAX
11eJIEBOTO BO3JEWCTBUSI HAa (PyHIAaMEHTaJIbHbIE MOJIEKY-
JIIpHBIE MEXaHNU3MbI, BHI3BIBAIOIIIME TO UM MHOE 320016~
BaHue. TepMUH ToJlydyns1 HAaMOOJIbIlIEe PacTIPOCTPaHEHNE
B OHKOJIOTUM JUISI XapaKTePUCTUKU JIEYEHUs OITyXOJeil.
TyGepo3Hblii CKJIepo3 He SBISIETCS OHKOJOTUYECKUM
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3a00JiIeBaHNMEM, HO JUISI HEro XapakTepHO oOpa3oBaHUeE
OIyXOJIell B Pa3HBIX OpraHax M TKaHsSIX Tejia 4eJoBeKa.
MMeHHO pocT omyxosieil, HECMOTpsI Ha MX H00poKave-
CTBEHHBII XapaKTep, BbI3bIBACT WHBAJWIM3ALAIO TAlU-
E€HTOB W JieTajbHbIe ucxonabl. [logpoOHO reHeTHuyeckue
U KIMHUYECKHME XapaKTepUCTUKHU 3a00JIeBaHUST OTTMCAHbI
B JIByX CTaThsIX, OMyOJIMKOBAHHBIX paHEe B 3TOM XypHaJie
[1, 2]. B HacTOsIIIEel CTaThe MBI OCTAHABIMBAEMCS TOJIBKO
Ha TeX KJIMHUYECKUX MPOSIBJICHUSIX, KOTOPbIE 00YCIOBU-
JIM HEOOXOIMMOCTh TTIOMCKA TApTeTHON Teparnuu, a Takxke
Ha TapreTHOM TIperapaTe 9BepoJUMYyce, KOTOPbIii 3aperu-
CTpUPOBaH U puMeHsieTcst B Poccuiickoit denepanmm.
AkTyanbHOCTh TapreTHoii Tepanuu. CyllecTBYIOT TpU
OCHOBHbBIC TPUYUHBI JIETAIBHOCTA TPU TyOEpO3HOM
CKJIEPO3e — TIPOTrpeccupoBaHue CyOAMEeHANMAIbHBIX TH-
TAaHTOKJIETOYHBIX ACTPOILIMTOM B TOJIOBHOM MO3T€ U aHTH-
MMOJIMTIOM B TMOYKaX, a TAKXKe pa3BUTHUE CielIMPUIecKo-
ro MopaxeHus JIeTKuX — JuMdaHTHoIeioMruomMaTo3a.
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CybonendumanvHole  eUeAHMOKACMOYHbIE  ACMPOUUMOMbL
BcTpevatotcst y 20% marmeHToB, JOKAIU3YIOTCS Y OTBEp-
ctust MoHpoO, pacTyT MeUIEHHO, HO TIPU POCTE BBI3bIBAIOT
00JUTEPALIMIO OTBEPCTUI M pa3BUTHE MPOTPECCUPYIOTIEH
ruapoiedat, OT KOTOPOH MalMeHT MOXET TOTUOHYTh.
OnNTUMaIbHBIM METOIOM JICUeHUST SIBJISIETCST paIvKallb-
HOE yIaJieHre acCTPOLIUTOM, HO TIPY 3TOM CYIIECTBYET PSIJT
cioxHocTeil. Oryxo/im ObIBalOT ABYCTOPOHHUMM, MHOT/IA
OHU JIOKAJIM30BaHbI TJTYOOKO W HEYTOOHBI JJIT HEMpOXU-
PYPrUYECKOTO BMEIIATEIbCTBA, B PSI/Ie CIydyaeB MOTYT pe-
LIUAMBUPOBATH Tocje pe3ekinu. CyliecTBYIOT MalueHTb
¢ cyOaIeHIUMATbHBIMU TUTAHTOKJIETOUHBIMU aCTPOLI-
TOMaMU, Y KOTOPBIX HEMPOXUPYPTrUIecKoe JieueHue MO0
He TOKa3aHo, JIMOO He OCYIIECTBISETCS paauKalIbHO
B CUJTY T€X WJIW MHBIX IpUYUH |[3].

AHneumuoaunomvt nowex BCTpedarorcst ipumepHo y 80%
MalMeHTOB, OHU UMEIOT OOMIBbHYIO aHOMAJTbHYIO BACKY-
JIIPU3ALMIO W YpeBaThl Pa3pbIBOM COCYIOB U pPETpOIie-
PUTOHEATbHBIM KpoBoTeueHWeM. CTaHAapTHOW TMpo-
uyakTUYECKON Mepoi SBsIeTCS IMOOJM3aIMs cocyna
HaunboJjee KpymHOW aHrMmoMuoaumnombl. Ho aHrmommo-
JINTIOMBI 9aCcTO OBIBAIOT MHOXECTBEHHBIMU, TMPOLEaypa
sMbomM3anu 6oJle3HEHHA U TIPOTEKAeT ¢ OCIOXKHEHUSI-
mu [3]. Kpome Toro, smOonuzanusi mpakTU4eCcKu HE UC-
TTOJTB3YETCS C JaHHO 11eThio B Poccutickoit Demeparum.
IMpn pa3BUTUM KPOBOTEUEHUST OOIIETIPUHATON TaKTHU-
KOWU SBJISIETCSI PE3EKILMS MO KpallHel Mepe 4acTU MOYKHU
(uHOTHA ymanlsioT U BClo TouKy). Ho pasMepbl aHTHMO-
MMOJTUTIOM B OCTaBIIEHCS YaCTU TTOUYKU U TOCTETIeHHAsT
rmoTepst GYHKIWI TToYeK Tocie onepaly Bce paBHO Ha-
pacTaroT, ¥ B 3aKJTIOYUTEIBHBIX CTAIUSX TTOMOYb MallMeH-
Ty MOXET TOJIbKO TPaHCIIAHTALIMS OpraHa.

ToT e HEyKJIOHHBIN TIpoILecC IMPOTrpecCUpoOBaHUs
¢ motepeit GYHKINI 1 HEOOXOAUMOCTBIO TTepecaaKu Op-
raHa B UTOTE XapaKTepeH U IS CITelnUIecKoro mopa-
JKEHUSI JITKUX — AUM@ODAHEUONCHOMUOMAMO3d, KOTOPBI
BCTpeYaeTcsT MPEeUMYIIeCTBEHHO Y B3pOCIHBIX C TyOepO3-
HBIM cKJiepo3oM. [Ipemmosaraercs, 4TOo aHOMAaJbHBIE
KJIETKW M3 aHTMOMMOJUIIOMBI IO JTUM(pATUIECKUM TTy-
TIM MUTPUPYIOT B JIETKUE TMAIlMEHTOB C TYOEpO3HBIM
CKJIEpO30M M, Ocelasi B HUX, BBI3BIBAIOT Pa3BUTHE KHUCT
u (hopMUpOBaHUE AbIXaTEJIbHON HEAOCTATOUYHOCTH | 3].

Takum oOpa3oM, TaBHO Ha3peaa HeOOXOIMMOCTh pa3-
pabOTKM TapreTHOM Teparuy OIyXoJIeil TPy TyOGepO3HOM
cKJIepo3e, Koropasi Moria Obl CAyXuTb 3¢h(eKTUBHOMN
aJBTePHATUBOM XUPYPTUIECKUM METOIAM JICUCHMSI.

TeopeTnyeckoe M IKCHEPUMEHTATbHOE O0OCHOBAHHUS
npuMeHenns uaruouTopoB mTOR npu Ty0epo3HOM cKiepose.
ITaTtoreHes Ty6GepO3HOTO CKJIepo3a CBOAMTCS K TaK Ha3bl-
BaeMoit aktuBa mTOR, KOTOPYIO BBI3BIBAIOT MyTallUK
B reHax TyO0epo3HOro ckieposa — ramaptuHe (ren 7SCI)
u tyoepune (reH 7.SC2). mTOR (B nepeBosie ¢ aHIIMICKO-
ro — MUIIEHb paraMHUIIMHA MJICKOMUTAIOIINX) — CEPUH-
TPEOHMHOBasl KWHAa3a, OTBETCTBEHHAs 3a WHUIIMALIVIO
tpaHcasiiun MPHK u cunTte3 6enkoB B pubocomax. Ku-
Haza — KJII0UeBOE 3BEHO, OTBevarollee 3a mpoandepanio
KJIETOK, PETYJISINI0 KJIETOUYHOTO LIHMKJIa M KIETOYHOTO

benoycosa E.JI. u coaem. TapreTHas Tepanisi Ty0epo3HOTO CKiiepo3a

Mertabonusma. B pesynbsrate aktuBanmu mTOR mpowuc-
XOIUT YCUJIEHWE POCTa U Mpoiudepalvi KJIEeTOK, a TaKxKe
aKTUBAIIMsI aHTUOTEHEe3a, YTO BbI3bIBAET PA3BUTHUE OIMYXO-
neit (ramaptom). M36biTounas akrtuaiyss mTOR urpaer
KJTIOUEBYIO POJIb B IMAaTOreHe3e He TOJbKO TyOEepO3HOTO
CKJIepo3a, HO M pa3JIMYHBIX 3JI0KaYeCTBEHHBIX HOBOOO-
pazoBaHuii. [enbl TSCI/TSC2 B HOpME PYHKIIMOHUPYIOT
KaK KJIaCCUYECKUE TEHBI-CYMPECCOPHI OITyXOJEBOTO pO-
cra; rotepsi GyHKIIMU 3TUX T€HOB MOBBIIIAET PUCK Pa3BU-
THSI TIOYEYHO-KJIETOYHOTO pakKa, paka MOYEBOTO IMy3bIps,
paKa MmoJIKeTyI0UHOM XkeJie3bl; ¢ moTepeit GPyHKIIMY TeHOB
TSC1/TSC2 noBblllIaeTcsi CIOCOOHOCTD OIMYyXO0JIel K Mpo-
TPECCUPOBAHUIO M METACTAa3MPOBAaHUIO [3].

B skcnepuMeHTaIbHBIX MOJENSIX TYOEPO3HOTO CKIIe-
po3a uHruourop mTOR panamMuiMH MPOAEMOHCTPUPO-
BaJI XOPOIIU MPOTUBOOMYXOJEBbIN 3P (EeKT. DKCrepu-
MEHTHI TOKa3aju, YTO NMPUMEHEHWE parlaMUlIMHA U ero
MPOU3BOJHOTO 3BEpPOJIMMYyCa MPUBOAMIO K HOPMAaJIM-
3allMM pa3MepoB KJIETOK TOJIOBHOTO MO3ra W MCIpaBie-
HUI0 nedekToB MueanHu3aunm B HeM [4]. Kpome Toro,
y parnamuiiMHa OOHapyKeHa TPOTHMBOCYIOPOXHAs aK-
TUBHOCTh M MPOMWIAKTUIECKUI aHTUATTWICTITOTeHHBII
apdext. Ecnmm pamamMuimH Ha3Hadayucst 9KCIIEPUMEH-
TaJbHBIM XUBOTHBIM JO Hayaja TPUCTYIIOB, TO 3IU-
JIlericusi y HUX He pasBuBaiach [5]. Maruoutopst mTOR
TaKxXe MPUBOIWIN K YIydIIeHIo o0ydeHust [6]. Bce BbI-
11ecka3aHHOe MPUBOAWIO K YMEHbIIIEHNUIO (DEHOTUTTNYE-
CKMX TIPOSIBJIEHU TyOEpO3HOTO CKJIepo3a U YBEJTNUEHUIO
BBKMBA€MOCTU 9KCITEPUMEHTATbHBIX XKUBOTHBIX [7].

YuureiBasi OTCyTCTBUE B TIpoluIoM 3((eKTUBHOMN
Teparnuu TIPOsIBIEHUI TyOepo3HOTOo cKiiepo3a (B 4acT-
HOCTHU, HauboJjiee TPO3HBIX — CYO3MEeHIMMAaTbHBIX TH-
TAaHTOKJIETOYHBIX aCTPOLIUTOM, aHTMOMUOJIUTIOM U JIUM-
¢haHTHONIEIIOMOMATO3a), TOBOJIBHO OBICTPO TOSIBUIUCH
coobuieHus1 00 3¢ GEeKTUBHOM TMPUMEHEHUU paraMM-
LIMHA Y OTHEIbHBIX MalMEHTOB C TYOEpO3HBIM CKJIEPO-
30M. Bo3MoxxHOCTh TipuMeHeHus: nHrnoutopos mTOR
npu TyOepO3HOM CKJIepO3e TakKe MOATBEepXKaanach 10-
BOJIbHO JJINTEJIbHBIM M YCIIEIITHBIM MX TPUMEHEHUEM
B OHKOJIOTMYECKOM MpaKTUKE.

Opepoaumyc — unruonTop mTOR. Hanbonee mHTEH-
CHBHO TIpU TYOEpO3HOM CKJIepO3e MCCJeNOBaIUCh JIBa
nHrnouropa mTOR: cuponumyc (parmaMHuIIMH) U 9BEpO-
qumyc. CupouMyc TIpeACTaBisieT co00il aHTMOMOTUK
TPYMITbl MAKPOJIUIOB, Y KOTOPOTO OOHAPYKEH aHTUITPOJIM -
(epaTUBHBIN 1 UMMYHOCYIIPECCUBHBIN 3 (MEKThI. DBepo-
JIUMYC SIBJISIETCS €T0 TTPOM3BOAHBIM, CO3MaHHBIM C LIETbIO
yaydieHust papMakoKuHeTUKU. OH CTPYKTYpHO HaIrloMu-
HaeT CUPOJIMMYC, HO o0siafaeT 0oJbllIeil cTaOMIbHOCTBIO,
pPacTBOPMMOCTBIO W JIPYyIrUMM 0ojiee OJaronpUsITHBIMU
(papMaKOKMHETUYECKMMU XapakTepuctukamu [7]. Mexa-
HU3M JCMCTBUS 3BEPOJIMMYCa, KaK 1 IPYTUX MPOU3BOIHBIX
panamMuIIMHa, 3aKJI0YaeTCsl B CBA3bIBAHUM C BHYTPUKIIC-
TouHbIM GeskoM FK506, 9To B cBOIO ouepenb OJOKUPYET
knHazy mTOR. Kpome TOro, MHruOUTOpPHI OKa3bIBAIOT
TOpMO3sIIiee BIMsHIE Ha (DaKTOp poCTa COCYIUCTOTO DH-
JOTEeJINSI, yMEHbIIIasi aHOMaJIbHbII aHTHoreHes [7].
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Knunnyeckue uccienoBanus 3(p¢geKTUBHOCTH W mepe-
HOcHMOCTH 3Beposumyca. B 2007 1. Obuta MHUIIMMPOBA-
Ha I-II ¢aza KIMHUYECKUX WCTIBITAHUI 3BEpOTMMYCA
MpU  CyORMEHANMAbHBIX TUTAaHTOKJIETOYHBIX acTpO-
IINTOMAX, AaCCOLMUPOBAHHBIX C TYOEPO3HBIM CKIIEpO-
30M. B uccrnenoBaHue BKIOUYEHBI 28 TAllMEHTOB. DBe-
pONIMMYC Ha3HayYalu eXeIHEBHO BHYTPb B HavyalbHOM
no3e 3 Mr/m2, KoTopasi Morjia ObITh MOIMGUIIMPOBaHA
0 JOCTIIKEHMST KOHIIEHTpallMy TIperaparta B Tula3me
5—15 Hr/ma. DbGEeKTUBHOCTD OLIEHUBAIU 10 M3MEHe-
HUIO 00beMa aCTPOLIMTOMBI Yepe3 6 Mec Teparuu mpe-
IapaToM, TaKKe OLIEHMBAJIU €TO BIMSIHUE Ha YacTOTY Cy-
JIOPOKHBIX TIPUCTYIIOB, Ka4eCTBO JXU3HU, KOTHUTUBHBIE
dyukumm. Ipu oleHKe o6beMa OIMyXOoJu Tocie 6 Mec
Tepanmuu TokaszaHo, 4To y 21 (75%) marueHTa OITyXoJb
yMeHbIInIach He MeHee yeM Ha 30%, vy 9 (32%) — 6onee
yeM Ha 50%. Y mallMeHTOB B MCCIIEIOBAaHUU He ObLIO OT-
MEUYEeHO TOSIBJICHUSI HOBBIX OIYXOJIEBBIX OYaroB, Hapac-
TaHWS TUApoLehaTuy WU YXYAIIEHUS CHMIITOMOB, CBSI-
3aHHBIX C TTOBBIIIEHHBIM BHYTPUYEPEITHBIM JaBICHUEM;
KpOMe TOro, He BO3HUKIJIA TOTPEOHOCTh B XUPYpTrAYe-
CKOI pe3eKIINU OIMyXou. Tepamus 9BepoIMMycoM ObLTa
acCOLMMPOBAaHA CO CHIDKEHUEM OOIIEel 4acTOThI CyI0-
poxHbIX npuctynos (p=0,02). KauyecTBo Xu3HU oOlle-
HuBaiu 1o 100-6amnbHoi mKanie QUOLCE (ompocHu-
KU TI0 Ka4eCTBY JKU3HU, TPUMEHSIEMbIE TIPU STUIETICUN
y neteit). [TokazaHo, YTO KauyeCTBO XHM3HU TALIMEHTOB
Ha (oHe JiedeHH s B 1IEJIOM XapaKTepU30BaIOCh CTaOUIb-
HbIM yiydiieHueM. Kpome atoro, y 13 u3 15 nauueHToB
¢ aHTMo(UOpoMaMH JIMIIa Yyepe3 6 Mec JIedeHUs] OTMeUe-
HO YMEHbIIIeHWEe UX pa3mMepos [§].

Hcxonst uz pesynbratoB uccienoanus [—II ¢asbi,
OBbLTM HAYaThI IBa MMPOTOKOJIA MEXKIYHAPOIHOTO ABOMHO-
TOCJIETIOTO McCcaenoBaHus 3G (MEKTUBHOCTU U TIEPEHOCH -
MOCTH 3BEpOIMMYca TIPU OIYXOJISIX, aCCOLMUPOBAHHBIX
¢ Ty0epo3HBIM CKJIepo3oM. [lepBoe mccienoBaHme OBLTO
MTOCBSIIEHO CYO3MEeHAMMATbHBIM TMTAHTOKJIETOUHBIM
actpourToMam 1 Hocusio HazBaHue EXIST-1 (Examining
everolimus in a Study of TSC, B nepeBoze ¢ aHTJI. — UC-
cJeloBaHUe 3BEpOJMMYyca MPU TyOEpPO3HOM CKIEepo3e),
BTOpPOe — OBLIO TTOCBSIIEHO aHTUOMUOIUIIOMaM (U CO-
OTBeTCTBeHHO OHO HasbiBaJioch EXIST-2). He ocranaB-
JIUBAsICh MOAPOOHO Ha Iu3aifHe MCClIeIOBaHUIA, B HACTO-
SIIel cTaTbe MBI KPATKO W3JIOXKHUM TOJYYeHHBIE B HUX
pe3yJbTaTHhI.

HccrnenoBanve 3¢hdEKTUBHOCTU U TEPEHOCUMOCTH
2BEPOIMMYCA MPU_CYOINEHINMAIbHbBIX TUTAHTOKJIETOY-
HbIX acTPOIIMTOMAX, ACCOUMUPOBAHHBIX C TYOEPO3HBIM
ckirepo3oM (EXIST-1) [9]. B uccienoBanme BKITIOUEHBI
117 nmauuentoB B Bo3pacte ot 0,8 mo 26,6 roma (cpen-
HuUii Bo3pacTt 9,5 roga). IlanueHTsl, paHIOMU3UPOBaH-
HbIE B TPYIMITYy 3BepoJIMMyca, TOJydaln Tperapar B Ha-
YJaJbHOU 03¢ 4,5 MT/M? ¢ TIOCTETIEeHHBIM YBeTMUCHUEM
JTO3BI IO TOCTVKEHUsI TepareBTUIECKOM KOHILIEHTpaLuu
B KpoBH (5—15 ur/mi). Yepe3 6 Mec TBOWHOU CIieTIoNn
(aspl cTayo OYEBUAHO, YTO BBEPOJUMYC CTATUCTHYE-
cku poctoBepHo (p<0,0001 mo cpaBHeHUIO ¢ TLIa1e00)

B MOMOLLIb TPAKTUHYECKOMY BPAYY

yMeHbIIaT 00beM acTpoluToM. [IpolleHT MalMeHTOB,
OTBETUBIINX Ha JieueHe (YMEeHBIIeHe 00beMa OTyXOJIH
Ha 50% u 6onee), coctaBun 35% (B rpymre 1iamnedo —
0%). He HaiimeHO CTAaTUCTUYECKW 3HAUYMMOM pPa3HUIIBI
B YaCTOTE CYAOPOXKHBIX MPHUCTYIIOB MEXIY TPYITIIO 9Be-
poiauMyca W Tpymmoii Tane6o. I[lpuem sBepoanrmMyca
ObLT aCCOIMMPOBAH C YMEHBIIEHUEM TUTOIIAAN KOXHBIX
ropaxeHuii (aHTMHUOPOM JTNIIA Y TUTIOTTUTMEHTHBIX TTsI-
TeH) — y 42% nalueHTOB IIOIIaab KOKHBIX TTOpaskeHUIA
yMeHbImaack Ha 50% wu Goublie (B TpyIe Iianebo —
y 11%; p=0,0002). ¥ 53% nanueHTOB, UMEBIIINX, HAPSIIY
¢ CyOameHAMMATbHBIMU TUTAHTOKJIETOYHBIMU aCTPOLIM-
TOMaMHM, ¥ aHTHOMMOJIUTIOMBI, 00BhEM TTOCIETHUX YMEHb-
muicsa Ha 50% u Gonee (B rpymre tutanie6o — y 0%).
BoabmmHcTBO TOO60UHBIX 3(DeKTOB ObUTN 1—2-ii cTere-
HU Tskectn. HamGonee yacTeiMu MoOOYHBEIMU 3 deKTa-
My 661 ctoMaTuThI (31% TipotrB 21% B TpyIIIie TIale-
60), A3BBI Ha cTM3KCTOol pTa (32% npoTuB 5%), cynoporu
(23% mnpotuB 26%) w ToBBIIeHUEe TeMrmepatypbl (22%
npotuB 15%). UHdekumu, mpenMyIiecTBEeHHO BEPXHUX
IBIXaTeJIbHBIX MyTeil, Habmoganuch y 72% B OCHOBHOI
rpyrie u'y 67% B Tpymre miare6o. Y oqHOro TalieHTa,
TTOJTyYaBIIIETO 9BEPOJIUMYC, Pa3BUIICS HEMHMEKITMOHHBII
ITHEBMOHMT, KOTOPBIN pa3pelInics Mocjae YMEHbIIEHUS
CYTOYHOI O3Bl B TeueHHe 2 Mec. BTopuuHass aMeHopest
pa3Bujiach y 3 U3 § manydeHToK, MoJIydyaBIIdX Mpernapar,
y BCex paspeuiuiach JU0OO CIIOHTAaHHO, MO0 Ha (hoHe
ropmoHanbHOU Tepanuu. [lobGouHble 3(GHEKTH BbI3bI-
BaJI TIEpePhIB TepaIy WA CHUKEHUE JO3bI TIperapaTa
y 49% manmenToB (B Tpyriie miane6o y 10%), Jaie Bce-
T0 MPUYMHOM 3TOTr0 OBLT cTOMATHT [9].

IMocne aBoitHoI cinenoit ¢da3bl MalMEHTbl U3 IPYIIIbI
iaie6o ObUIM TIepeBeIeHbl Ha 9BEPOJIMMYC, U OTKPbITAsI
¢aza ObuTa IIUTETBHON — O0Iast MPOAOKUTETbHOCTh
HCCIIeIOBaHUS cOCTaBiIsia oT 4 mo 5 jet. B HacTosmii
MOMEHT HCCJIeIOBaHUe 3aKOHYEHO, OKOHYATETbHBIE pe-
3yJIBTaThl €ro MPOaHaAJIM3UPOBAHbBI, HO TIOKA He OITy0Iu-
KoBaHBI. [ToaTOMY HIKE MBI CChLUTaeMCsl Ha TIPOMEXKY-
TouHble pe3yabrathl [10]. Yepes 3,5 roma 80,2% (89/111)
MaIMeHTOB MTPOIOJIKAIOT TPUHUMATh 3Bepoumyc. I1po-
LIEHT MallMEHTOB, OTBETUBIIMX Ha MperapaT, YBeJTMUUIICS
¢ 35 10 53,2%. Y 11 (9,9%) mauueHTOB OTMEYEHO MPO-
IpecCCUpOBaHME CYOSTMEHANMATbHBIX THTAHTOKJIETOU-
HBIX aCTPOLIUTOM: 4 M3 HUX OTMEHWJIM TperapaT U 00b-
€M OTIYXOJIM YBEJTUYMIICS TOCIe OTMEHBI; OMUH TAllUeHT
OTMEHUJI TIperapaT TocJie YCTaHOBJIeHUs (akrTa IMpo-
TPECCUPOBAHMS OITYXOJIU; OCTAIbHBIE 6 MAIUEHTOB MPO-
JTOJDKAIOT TIPUHUMATh Tiperiapat. Hu onyH 13 maieHToB
BO BpeMs TprieMa 3BepoJjiiMyca He HYXIaJlcs B HEeMpo-
XUpypruyeckoM BMmelateabcTBe. [1o6ounbie 3 dekTh
3a BpeMsT HaOJIIOJCHHUST OTMEYATUCh MIPAKTUIECKH Y BCeX
mareHToB (99,1%); u3 Hux 89,2% OHU CYUTAINCH ac-
COLIMMPOBAHHBIMU € TIpUeMOM Tipemaparta. Haubonee
YacTbIMU ObUTH cTOMAaTUT (44,1%), A3BBI CIIU3UCTON pTa
(33,3%), cymoporu (32,4%), nHazodapunrur (29,7%), mo-
BBIIIEHWE TeMmItepaTypbl (27,9%), psota (26,1%) u ka-
menb (25,2%). K cepbe3HbIM TOOOYHBIM 3G deKTam
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6b1TM oTHeceHbI TTHeBMoHUs (10,8%), ctomatut (9,9%),
MOBBIIIIEHWE TemTiepatyphl (6,3%), OpPOHXUT U HEUTPO-
neHus (o 5,4%). Yactora pa3BUTHUSI HOBBIX TTOOOYHBIX
3¢ deKTOB yMeHbIIaNach MO Mepe YBEIMUEHMSI CpoKa
npuemMa sBeposinmyca. Tak, CTOMaTUT B MEPBBIIA TOI TIPU-
MeHeHUs pa3BuBajcs y 39,6%, a mocie 3 et mpuema Ha-
omoancs Tonbko y 7,1%. CHUKanach 4acToTa U s13B CITU-
3UCTBIX pTa — ¢ 28,8 10 8,6%, pBoTHI — C 18,9 M0 2,9%
u T.0. TeM He MeHee Tpernapar ObLT OTMEHEH M3-3a MPOo-
6seM ¢ mepeHocuMocThIO Y 11 (8,1%) TMalieHTOB B CBSI3U
C TAKUMM IMOOOYHBIMU 3 heKTaMU, KaK ITHEBMOHUSI, BU-
pycHast MH(GEKIWSI, CUHYCUT, HEUTPOTIEHUsI, CeTMEHTap-
HBII TJIOMEPYJIOCKIIEPO3, SMUJICTICHSI, aHEMUSI, arpeccusi,
OakTepyueMHsl W TIOBBIIICHWE AKTMBHOCTU IHEJIOYHOM
docdatassl [10]. 3a 3,5 roga HabMOIEHUS HE OBLIO BbI-
SIBJIEHO HETATUBHOTO BJIMSIHUS 9BEPOJIMMYCaA Ha MOJIOBOE
pa3BuTHE (OLICHMBAJIOCH IO IKajge TaHHepa), a Takxke
Ha Maccy 1 poct rnaiueHToB [10].

HccrnenoBanue 3¢h@OEKTUBHOCTU W TEPEHOCUMOCTH
9BEpOIMMYCca TPU aHTMOMUOJIUIIOMAX, ACCOLIMUPOBAH-
HBIX ¢ TYOepo3HbIM ckiaepo3om (EXIST-2) [11]. B uccne-
JoBaHME BKJIIOUEHHI 118 manmeHToB B Bo3pacTe oT 18 et
nmo 61 roma (cpemuuit Bo3pacT 31 TOm) ¢ aHTMOMUOJU-
rnmoMaMu. PaHIOMU3MPOBAaHHBIE B TPYIITYy 3BEpOJMMYyca
rnoJjiyyaju npernapaT B MOCTOSIHHON no3e 10 Mr B cyTKu
onmHokpaTHO. Yepe3 6 Mec cTajlo OYEBUIHBIM, UTO 3BEPO-
JINMYC TOCTOBEPHO YMEHBIIIAT 00beM aHTHOMMOJTUTIOMBI.
ITpolieHT manyeHTOoB, OTBETUBIINX Ha TperapaT CHIKe-
HUeM obbeMa oryxou Ha 50% u 6ouee, coctaBun 41,8%
(B Tpynme miane6o — 0%; p<0,0001). He 6v110 TIpO-
rpeccupoBaHust ormyxonu y 98,4% manueHToB. YMEHb-
LIeHMe TIJIOIIAAN KOXKHBIX MposiBieHuit Ha 50% u Goitee
oTMeuajoch y 26% (B rpynrie tutarie6o — 0%; p=0,0002).
[To6ouHble apdexTs dBeposMMyca, TaK Xe KaK B MC-
cnenoBanun EXIST-1, 6butn nipenmyiecTBeHHO 1—2-ii
cTerieHu TsokecTr. HambGosee 4acThiIMU OBUTM CTOMATHUT
(48% mipotuB 8% B TpytIie miaiebo), apTo3HbIN cTOMAa-
™t (19% mipotuB 10%), s13BBI Ha cnusucToit (16% mpo-
™B 5%), akHe (22% mipotus 5%), ronaoBHas 601b (22%
npotuB 18%), Hazodapuurut (24% npotus 31%), Ka-
menb (20% npotu 13%) u TomrHoTa (16% npotus 13%).
OrMeHa mpenapara, CBsi3aHHasi C MOOOYHBIMU 3PheK-
TaMM, oTMedajiach B 4% ciydaeB B Ipyrire 9BepoauMyca
u B 10% caydaeB B rpyrmre miane6o; 48% mnanyeHToB,
MOJTyYaBIINX 3BepoauMyc, 1 21% malneHTOoB, MoJyJYaB-
WX TIane60, CHIXKAIW 103y WA BPEMEHHO OTMEHSIIN
npenapaT u3-3a No00YHbIX 3((HeKTOB. 3apeTuCTPUPOBaH
1 cnyyait HeMHMEKIIMOHHOTO ITHEBMOHUTA, KOTOPBINA
paspemics yepe3 2 He, MOCiIe CHUKEHMST JO3bI TIpe-
mapata. OIMH MalWeHT U3 TPYIITHI 9BEPOJUMYyca ITOruo
B pe3yjbTaTe SMUJIENTUYECKOTO cTaryca, HO €ro BSIH-
JieTicust Bcerga Obljla pe3WCTeHTHOM, M Jievalluii Bpay
CYeJl ero CMepTh He CBSI3aHHON ¢ TpernapaToM. AMEHO-
pest otmevanach y 7 (13%) u3 52 eHIIWH, TOJyJYaBIINX
sBepouMyc, 1y 1 3 26 XeHIIWH B Tpymie riamebo.
B nBoiiHoi1 cienoit haze ameHopest paspeluiach y 4 ma-
nueHTtok. Hapyienust ¢pyHKUMU modek (TpoTeuHypUst

benoycosa E.JI. u coaem. TapreTHas Tepanisi Ty0epo3HOTO CKiiepo3a

U YBeJIMUEHWE YPOBHSI KpeaTUHUHA) Yallle Hab o1aIuch

B rpyrme miane6o (8 m 4% coorBeTcTBeHHO) [11].
Wccnenosanne EXIST-2, kxak u EXIST-1, Hocuio

JUTUTETbHBIN XapaKTep W TPOIOJIKAIOCH (BMECTE C IBOW-

Hoi1 cienoit (pazoit) ot 4 1o 5 net. B HacTosIMit MOMEHT

OHO 3aKOHUYEHO W TOJyuYeHHbIe B HEM JaHHBIC aHAJIM3U-

PYIOTCSI, @ MBI MOXKEM TTPEICTaBUTh PE3YJIBTaThl HAOTIOIe -

Hus B TeyeHue 3,5 net [12]. Ha MomeHT npoBeneHus aHa-

mm3a 79% (89/112) maumMeHTOB TMPOAOJIKAIOT MOJIydaTh

ABEPOIMMYC TIO TIOBOAY WMEIOIIUXCS aHTHOMMOJIUTIOM.

Ipemapat 6611 oTMeHeH y 20,5% TalueHToB: M3-3a T0-

0604YHBIX 2(PhekToB — y 8%, M3-3a MPOrpecCUpOBaAHUS

anrnoMuonunomMsl — y 1,8%, m3-3a oT3piBa MHOOPMHU-
poBaHHOTO cornmacust — y 4,5%, Mo amMUHUCTPATUBHBIM
npuanHaM — y 1,8%. [1polieHT OTBETUBINNX Ha JiCUeHUE

MaueHToB yBeauamics ¢ 42 1o 56,3%. ¥V 15 (13,4%) na-

LIMEHTOB OTMEYaJloCh TMpOTpeccupoBaHue (YBeTMUEHME

o0beMa aHTHOMMOJIUTIOMBI ), 10 U3 HUX TTPOIOJIKATIN TIPU-

eM Tipernaparta, y 5 — mpernapat Obl1 oTMeHeH. Haunbosnee

YacThIMU TMOOOYHBIMU 3AddeKkTamu OblIM HazodapuH-

it (44,6%), ctomatut (42,9%), rurepxojecTepoieMus

(35,7%), axHe u ronoBHas 60mb (1o 31,3%), nHekMN

MoueBbIBomsmx myteit (30,4%), adTO3HBIMN CTOMATUT

(25,9%), muapes (24,1%), moBbIlIeHUE apTEPUATBHOTO

nasineHus (23,2%), xamrens (21,4%) n TomHota (20,5%).

AMeHopes oTMevanach y 5,6% mauneHToK. boabImHCTBO

M000YHBIX 3 PeKToB ObUTH 1-if MM 2-11 CTEIIEHN TSKe-

cti. Y 3 MalMeHTOB OTMEYajoCh TMOBBIIIEHUE YPOBHS

MOUEBOW KHUCIIOTHI, KOTOPOe OBUTO paclieHeHO Kak TIo-

0ouHBIl 3PdekT 4-i1 creneHn TsKecTu. Cpenu 1o060Y-

HBIX 3((HEKTOB, IPUBEAIINX K OTMEHE Tpernapara, ObUTH

COCYIHCThIE OTeKM, CHUXKEeHUe YpoBHs (ocdopa B ChI-

BOPOTKE, OpPOHXOCTa3M, CYIOPOTH, AWapesi, JIOKaIn30-

BaHHBIN OTEK, MPOTEUHYPHSI, KaplIMOHOMA TIeYeHH, paK

MMa3yxu Hoca, pabIOMUONN3 M TOKCHMUYECKOE TTOpakeHNe

KOXHU (Mo ogHOMY MOOOYHOMY 3h@EKTy y KaxIoro mna-

LIMeHTa C OTMEeHOoM Tpernapata). CHWXEHUE CKOPOCTH

KITy0ouKkoBoi dusTparuu (MeHee 30 mu/mMuH/1,73 M?)

otMmeuanoch y 8 (7,1%) maimeHToOB; Bce OHU UMENTA CHU-

JKeHUe KJIIyOOUYKOBOU (uiIbTpalluM ellle 10 Havyajia Tepa-

MU 2BeposuMycoM. [ToBbIlIeHNEe YPOBHSI KpeaTMHUHA

1-i1 wm 2-1 cTeneHu TsKecTr oT™Mevanoch y 8% (16,1%),

npoTenHypus 1—2-ii cteneHu Tsokect — y 17% manueH-

TOB, B 2 CIyJasix oHa ObLIa 0oJiee TSKeIol, HO pa3pelinm-

JIach TOCJIe YMEHbBIIIEHUS TO3bI WY TiepephbiBa B TIpUeMe

npemnapata. Hu y ogHOrO manueHTa He OBUTO KPOBOTEUe-

HUM, CBSI3AaHHBIX C aHTHOMUOJMIIOMAMU, HE(PIKTOMUK

WK AMO0IM3aUM COCYI0B aHTMOMUOIUTIOMBI [12].
WccnemoBatenn  cieiaqy  CIACOYIONINE  BBIBOIBI

n3 EXIST-1 n EXIST-2 [9—12]:

*  2BEpPOJIUMYC TIPONEMOHCTPUPOBAT XOPOIIYIO TOJITO-
CPOYHYIO 3(PGHEKTUBHOCTH M TIpUEMIIEMYIO TIepe-
HOCHMOCTh B JICUEHUU CYOSTNEHAUMATbHBIX TH-
TAaHTOKJIETOYHBIX aCTPOLIUTOM M aHTHOMMOJIUTIOM,
ACCOIMMPOBAHHBIX C TYOEPO3HBIM CKIIEPO30M;

* YacToTa HOBBIX MOOOYHBIX 3(PMHEKTOB CO BpeMeHEM
YMEHBIIAETCST;
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*  KpoMe CHIXEHHUSI 00beMa acTPOIIUTOM M aHTUOMMO-

JINTIOM, 3BEPOJIMMYC BbI3BIBAET YMEHbBIIIEHUE TIIOIIA-

I KOXKHBIX TTPOSIBIICHU# 3a00/IeBaHUs.

IIpakTHyecKkue acneKThl MPUMEHEHHUS IBEPOIUMYCca

DBeponumyc (AduHuTop®, npoussomurtesnb Hosap-
tc, CIIA) ObUT 10CTaTOYHO OBICTPO 3apErMCTPUPOBAH
B Poccwmiickoit ®Deneparuy OGiaromapss y9acTHIO pOC-
CHUICKMX MAllMEHTOB B MEXIYHAPOIHBIX KIMHUYECKUX
uccaenosanusix (EXIST-1 nu EXIST-2). K momeHnTy Ha-
nucaHust ctaTbu 0osee 50 HAlIMX MALIMEHTOB C TYOepO3-
HBIM CKJIEPO30M CUCTEMATUYECKH TOJIyYaloT 3TOT Mperna-
par. B P® sBepoiumyc (AduHuTop®) 3aperncTpupoBaH
10 IBYM TTOKa3aHUSIM:

1. Cy0sneHnMManbHble TUTAHTOKJIETOUYHBIE acTpo-
1LIUTOMbI, aCCOLIMMPOBAHHbIE C TYOEPO3HBIM CKJIEPO30M,
y MalMEeHTOB cTapiie 3 JeT MNP HEBO3MOXXHOCTH BBITION -
HEHMUSI XUPYPTrUIECKON pe3eKIINN OTTYXOJIH.

CornacHo MexayHapoaHoMy KoHceHcycy (Consensus
Meeting for SEGA and Epilepsy Management), Ha3Haue-
HUE 3BepoyiMMyca TIpu CyO3NeHAMMATbHBIX TUTAHTOKJIE-
TOYHBIX aCTPOIIMTOMAX UMEET CIIeyole moxkasanusi [ 3]:
* TPOTHMBOIOKA3aHO XMUPypruyeckoe JedyeHue (Tpo-

TUBOIIOKA3aHa aHECTE3UsI WM CaMO XUPYPruueckoe

BMEIIATETbCTBO);

* HEBO3MOXHO pajvKaabHOE yaaJleHUEe OIyXOJIH;
*  aTUMUYHAS JIOKAIN3aIIUs OIyXOJIH;
* 0co00€ pPacToJIOXKEHUE OIyXOJu, KOrma oreparusi

MOXET TIPUBECTU K OCIIOXKHEHUSIM;

*  arpecCUBHBIN POCT OIYXOJIH;
*  BO300OHOBJIEHUE POCTA OIYXOJIU MOCJIE YK€ MPOBEICH-

HOW pE3EKIINU;

* OTKa3 OT olepalnu.

2. AHTMOMMOJIMTIOMBI TIOYEK, acCCOLUMMPOBAHHBIE
¢ TyOEpO3HBIM CKJIEpO30M, Yy TallMeHToB 18 jieT u crap-
mre. OOBIYHO peub O HA3HAYEHUM IBEPOJIMMYCA 3aXOIUT,
€CJI aHTHOMUOJIMTIOMbBI UMEET AuaMeTp 3 cM 1 OoJiee.

o Havana Tepanuu 11eecoodpa3Ho cAesaTh aHAIU-
3bl KPOBY M MOYM, a TaKXKe OMOXMMUYECKOe UCCIeIoBa-
Hue KpoBu. [loTom paccumtbiBaeTcsl no3a AdUHUTOpA
(ipu  cyORMEHAUMATbHBIX TMTAaHTOKJIETOYHBIX acTpO-
IIUTOMAaX M aHTHOMMOJIMIIOMAX J03bl OYAyT pa3HbIMU).
ITpu acTpormTomMax peKOMEHIYIOTCS CIIEAYIOIIUE CTap-
TOBBIE JO3bI TIperapara: 2,5 MT TIpy TUIOIIAIN TTOBEPXHO-
ctu Tena <1,2 M2, 5 MT MpH TUTOIIAAM TTOBEPXHOCTH Tesa
ot 1,3 mo 2,1 M> u 7,5 Mr mpwu TJIOIIAAN TTOBEPXHOCTU
tena >2,2 M. B uccnenoBannu EXIST-1 cpemHsis Tepa-
MeBTUYECKasl 103a COCTaBUIa 5,9 MT B CYT.

CKOpOCTb TUTPALIUU CYTOYHOM J103bI TIPU CyO3TNEH N~
MaJIbHBIX TUTAHTOKJIETOYHBIX ACTPOLIMTOMAXW COCTaBJIsI-
er + 2,5 Mr Kaxnable 2 Hell, TIpu rpureme Tpenapara 1 pas
B JIcHb paBHOBECHAasI KOHIIEHTPAIIUsI TOCTUTACTCS B TeUe-
Hue 2 Hen. TeopeTWyecKu Mbl JOJKHBI OPUEHTUPOBATh-
Ccsl Ha JOCTMXKEHME TepareBTUUYEeCKON KOHIIEHTpaluu
B KpoBU (5—15 HI/MJ1), HO IPAaKTUYECKHU Yy HAC B CTpaHe
IMOKa HET BO3MOXHOCTM OIpe/esIeHNs] KOHIIEHTpaluu
9BEPOJIUMYCAa M HYXHO OPUEHTUPOBATHCSI Ha CpenHue
TeparneBTUIeCKre 036l — 5,6—8 mMr/m2. DddekT HoCUT

B MOMOLLIb TPAKTUHYECKOMY BPAYY

JT0303aBUCHUMBIN XapaKTep — YBEJIMUYEHUE MUHUMAab-
HOI KOHLIEHTpAllMM B 2 pa3a MPUBOINUT K YMEHBIIEHUIO
obobema actpounToMm Ha 13%. Eciu mosiBUTCS BO3MOXK-
HOCTb OTpeie/IeHUs KOHIIEHTpAIY TIperapaTa B KpOBH,
TO JeNaTh 3TO HYXHO OyIeT peryJsipHO: B TIepBBIA pa3
MpUMEpPHO Yepe3 2 HeJ Tocie Havyaia Tepaniy U Jajee
mo HeobxoaumocTh. [TokazaHo, 4TO yMeHbIIEHHE 00be-
Ma acTPOIIMTOM JOCTUTAETCS U MPU KOHIIEHTPALINU TIpe-
Mmapata B KpOBU MeHee 2 HT/MII; B cliydae JOCTVKEHUS
oxnmaeMoro 3@@ekra TOMOTHUTEILHOE ITOBBIIICHIE
03B MOXXET He TToTpeboBaThes [9].

IMpu aHrMOMUONIMIIOMAaX HavYaIbHAs J03a COCTABIISICT
5 MT, HapalIMBaeTCsI TEM XK€ TEMIIOM U CPEIHSIS TepareB-
THYecKast 1o3a cocTaBisieT 10 Mr oguH pa3 B cyTku. Ecim
OTMeYalTcs TMOO0YHBIE 3(PGhEKThI, TO A03a CHMXKAETCS
IO 5 MI' B CYTKH.

AdUHUTOP B HacToOsIIIIEe BpeMsT UMeeTcs B (popMme Ta-
6netok 1o 2,5, 5 u 10 Mr, a TakKe AUCIepPTrUpyeMbIX Ta-
6netok. Ero ciaemyetr mpuHUMATh BHYTPb OAWH pa3 B CyT-
KM B OJTHO U TO K€ BpeMsI KaXIblil IeHb U JTU00 KaXIbIii
pa3 ¢ nmuIieii, 100 KaxXIplil pa3 6e3 Hee. TabaeTKM Tipe-
rmaparta cJieIyeT 3alMBaTh CTAKAHOM BOJIBI.

Koumponw 3a 3¢pghexmusrocmoio neveruss HEOOXOIUMO
MPOBOANTH cucTemMaThuecku. OH 3aKIII0YaeTCsl B U3Me-
peHUHn oO0beMa CyORIeHINMAabHBIX TMTaHTOKJIETOUHBIX
aCTPOLIMTOM TIO JAHHBIM MArHUTHO-PE30HAHCHOW TO-
morpaduu (MPT) ¢ BBeneHmem KoHTpacTa uepe3 6 Mec.
To ke KacaeTcst U KOHTPOJIS 32 pa3MepaMy aHTUOMUOT -
nom — MPT nouek 11e1ecoo0pa3HO TPOBOAUTH KaKIble
6 Mmec.

Koumpoav 3a nepenocumocmvro npenapama TaKxKe
TpeOyeTcsT OCYIIECTBIATh cucTeMatnuecku. HaumbGomee
TPO3HBIM TTOOOUYHBIM 3P HEKTOM (K CHACTHIO, HEYACThIM)
SIBJISIETCST HeMH(EKIIMOHHBIN ITHEBMOHUT, KOTOPBI MPO-
SIBJISIETCST HeCTIEUM(UISCKUMU CUMIITOMaMU — KallleJTb,
ONBIIIKA, TIIEBPAJTbHBINA BBIMOT. TeOpeTUYECKU BO3-
MOXKHO pa3BUTHE JTI000W MHTEPKYPPEHTHOM MHMEKIINU
13-3a BBI3BIBAEMOTO CHIKeHUS UMMyHUTeTa. Ham6ob-
mee OeCrOKONMCTBO Yy TAIIMEHTOB BHI3BIBAET DPa3BUTHE
cToMaTUTa, TeM OoJiee UTO OH OTMEeYaeTCsl MPaKTUIEeCKU
y TIOJIOBUHBI TallMeHTOB. [Ipy BO3HUKHOBEHUU HEXe-
JIaTeTbHBIX SIBIEHUI MOXKET MOTpeOOoBaThCsl CHUXKEHUE
JTO3bI WJTA TIEPephIB B JICUCHUU, a MHOTIA, IIPU COXpaHe-
HUM TSDKEJIoTo MmoboyHoro addekra, — 1 OTMEHa Tepa-
nuu. Ecau mo3a cHukaetcst, To, Kak Ipasuio, Ha 50%
U TIOCJIe TOTO KaK MOOOYHBIN 3(pHeKT MCUe3HET WJIN 3HA-
YUTETHHO YMEHBIITUTCST MOXHO BEPHYTBCS K WMCXOMHOM
no3e. IlepepsIB B Tepanmuu ¢ MOJIHOM BPEeMEHHOM OTMe-
HOIi MperapaTa TakXke MPOJOJIKAETCS 10 MCYe3HOBEHUS
WY 3HAYMTEJILHOTO YMEHBIIEHHST TTOO0YHOTO 3(hdeKTa;
Mmocje BO30OHOBIIEHUST Teparuy IeJecoo0pa3HoO Bep-
HYThCSI K MEHBIIIE, YeM WCXOMHasl, H03¢. AJITOPUTMBI
NEeWCTBUI MPH Pa3BUTUU MOOOYHBIX 3(P(HEKTOB, a TaKKe
MephI TI0 TTPO(UIAKTHKE CTOMATUTA U3JIOXKEHBI TIOIPO06-
HO B paHee OMyOJMKOBaHHBIX «PeKoOMeHIalusIX 1Mo aua-
THOCTUKE 1 JICUEHHUIO TyOEpO3HOTO CKilepo3ax [1].

ITpu nmpueme 3BeposMMyca BCTPEUAlOTCS U3MEHEHUS
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J1abopaTOpHBIX TMOKa3aTesjeil, HO OHHU, KaK IIpaBuUJo,
JIETKOW CTETNeHW M 3aKJI0YalTCsl B MOBBIIIEHUN YPOB-
HS TpaHCAaMMHAa3, XOJieCTeprHa, TPUTIMIIEPUIOB M Ha-
Tpus. [loaToMy peKomMeHIyeTCs: MOHUTOPUPOBAThH OMO-
XUMUYECKUE MOKa3aTeJu He pexe yeM Kaxiable 2—4 Hef
WM Yalle Mo TokasaHusiM. EcTecTBeHHO, YTO TNMpM Ha-
JIMYUY aHTMOMMOJIUTIOM HEOOXOAUMO KOHTPOJMPOBATh
(GyHKUIMY MOYEK.

Hepemennbie BOnpochl TapreTHOI Tepaniuu Ty0epo3HO-
10 cKJepo3a. OCHOBHBIM HEpEIIeHHBIM BOTIPOCOM Tpe/I-
CTaBJISIETCSI ONMUMAAbHAA NPOOOANCUMENLHOCMb NpUMe-
HeHUsi 26epoaumyca B JIEYEHUU KaK CyOaNeHIMMAabHbIX
TUTAaHTOKJIETOYHBIX ACTPOILIMTOM, TaK W QHTMOMMOJIM-
noMm. TeopeTmyecku Tepamnusi MOJKHA TTPOIOJIKATHCS
10 TIOJIHOTO BBI3MOPOBJICHUS TallMeHTa. A pa3Be 3TO
BO3MOXHO IPU HEYKJIOHHO MPOTPECCUPYIOIIEM 3a00Jie-
BaHuu? HaBepHoe, HeCKOJIbKO mpoiiie chopMyInpoBaTh
OTBET Ha 3TOT BOIPOC MPU acCTPOLIMTOMAX, TaK KaK M3-
BECTHO, 4YTO BTH OIyXOJW TIepecTalT Iporpeccupo-
BaTh y 00JbHBIX B Bo3pacte oT 18 no 20 et (BO3MOXHO,
YTO MMEHHO B 3TOM BO3pacTe MOXHO TMPUOCTAHOBUTH
Tepanuio WM 3HAYUTEIbHO YMEHBIIUTh 103y Mpernapa-
Ta). HanbHeiee HabMOAeHUE 32 JEThbMU C CYOaTNEeH U -
MaJIbHBIMU TUTAHTOKJIETOYHBIMM aCTPOLIMTOMAaMU, KOTO-
pbie Oosiee 5 JIET MOoJIyyalT BBEPOJUMYC, TTO-BUINMOMY,
MO3BOJIUT OTBETUTh Ha 3TOT Borpoc. [Ipu HEyKIOHHO
MPOTPECCUPYIONINX AHTMOMMOJIUIIOMAX BOIPOC OTMeE-
HBI Jaxke He BcTaeT. BeposiTHO, maiueHThl JOJIKHBI T0-
JlydyaTh mperiapaT TaK JJIMTEIbHO, KaK 3TO TTO3BOJISIET
MepeHOCUMOCTh. B 3TOoM Hac yOexmaeT W JMYHBINA Te-
YyaJIbHbIN BpaueOHbIi onbIT. OMHA U3 HAIIMX MAlMeHTOK
¢ TyOEpO3HBIM CKIIEPO30M 46 JIET, YCTIEIITHO MOTyJaBITast
9BEPOJIMMYC B T€UEHUE 5 JIET B paMKax HCCAelOBaHUs
EXIST-2 ¢ xopommu pesyiabratramu (y Hee 3HAUUTEb-
HO YMEHBIIUJICA O00beM AHTMOMHUOJUIIOM, CTaOUIN30-
BaJINCh JbIXaTeJibHble (DYHKIIMM — OHa CTpajajia JIMM-
¢aHTHOIEMIOMUOMATO30M, 3HAYUTEIBHO YJIYUYIIWIOCHh
KayecTBO KM3HM), TiepecTajia TpUHUMATh TIpernapar
B CBSI3U C 3aBepllieHUeM ucciieqoBaHus. OdecrieueHue ee
MpernapaToM IO peruoOHaJIbHOM JIbroTe MoTPpe0oBasIO AT -
TEJIbHOTO BPEMEHH, U OHA Tparumyecku yMmepJsia OT peTpo-
MEepPUTOHEATbHOTO KPOBOM3IUSIHUS 32 HECKOJIbKO JHEN
IO TIOJly4eHUsT 3BepojuMyca. Mbl yBepeHbI, YTO 3TOTO
KPOBOUBIUSHUS HE TIPOU3OIILIO Obl, €CJIK Obl TallMeHTKA
MpojoJiKaaa MTpUHUMATh Mpenapar.

Bropoit HepellleHHOI TTpaKTUYECKOi MPOOIeMOIi SIB-
JISIIOTCS 803pACMHble 02PAHU4eHUs B TIOKA3aHUsX. XOPOIlIOo
W3BECTHO, YTO CYOSINEeHAMMAJIbHbIE TMTAHTOKJIETOYHbIC
aCTPOLIMTOMBI BCTPEUYAIOTCS YKe Ha TTIePBOM IOy KMU3HMU,
a aHTMOMMUOJIUTIOMBI OBIBAIOT MHOXKECTBEHHBIMU U Y Ta-
LIMEHTOB MoJioXe 18 yietT. B Hallei npakTuke ObLT cyvaid:
MaJIbuUUK 13 JIeT ¢ TSXKenbiM TyOepO3HBIM CKJIEPO30M,
MHOXECTBEHHBIMU aHTMOMUOJUTIOMAMU M XPOHUYECKOM
MOYEYHOM HETOCTATOUYHOCThIO, a Takxke JIUMGbaHTUO-
JIEHOMUOMATO30M C JbIXaTeJIbHOW HETOCTATOYHOCTHIO,
KOTOPBII, K HECYACThIO, MOTUO OT 3TUX MPOSIBJIEHUN TYy-
0epOo3HOTO CKJIEPO3a. DBEPOIMMYC HE BbLIEUW Obl €ro,

benoycosa E.JI. u coaem. TapreTHas Tepanisi Ty0epo3HOTO CKiiepo3a

HO, MO MEHbIIEH Mepe, CMOT Obl MPOJUTUTH €ro XU3Hb.
Ilo Hamemy yoexneHu o, MpU HaTUYUU XKU3HEHHBIX 110-
KasaHUl Mbl MOXEM BBIXOIWUTh 3a paMKM BO3PACTHBIX
OrpaHUYEHUI, €CTECTBEHHO, COOIofasi Mpu 3TOM BCe
opUaAMYeCKre TTpaBuiia (pellieHrue KOHCWINYMa, MO -
caHue UH(POPMUPOBAHHOTO COTJIACUS U T.I.).

Ectb ettie psin HepeleHHBIX Mpo0yieM, HO YXe Topas-
1o 6oJjiee TIPUSITHOTO CBOMCTBA. Bcex yueHbIX 1 Bpaueid,
3aHUMAIOIINXCSI TYOepO3HBIM CKJIEPO30M, BOJIHYET BO-
MPOC: A648eMCs AU IGEPONUMYC CUCIEMHBIM NPenapamom?
[13]. Ha, Mbl 3HaeM, 4yTo OH 3 (HEKTUBEH TIPU CYOSTIEeH-
MUMaTbHBIX TUTAHTOKJIETOYHBIX aCTPOLIMTOMAX, aHTHO-
MUOJIMTIOMAaX U KOXHBIX TPOSIBJIEHUsIX. MOXeT JIn OH
TMOBJIUATH TTO3UTUBHO Ha IPYTUE CUMITTOMbBI TYOEPO3HOTO
ckiepo3a? Hiuke MBI KOPOTKO OCTaHOBMMCS Ha 9KCIIE-
PUMEHTAJIbHBIX U KJIMHUYECKUX MCCIIETOBAHUSX B 3TOM
obJacTu.

Onunencus. Muruomroper mTOR B 3KkcriepumeH-
TaJbHBIX MOJIEJISIX SMWJICTICUM, HE CBSI3aHHOM C TyOepo3-
HBIM CKJIEpO30M, Jal0T MPOTUBOCYAOPOXKHBIN 3(DEKT,
HO, BO3MOXHO, OH MPOJOJIKAETCS TOJIBKO JI0 TeX Top,
noka rnpemnapat rnpumensiercs [13]. MoxeT s 3Beposin-
MYC TpeaoTBpaliaTh SMWJIENTOreHe3 TpU TyOepO3HOM
CKJIEpO3e — BOTPOC TOKa OTKPBITHINA. OTHeNbHbIE K-
HUYEeCKWe HaOMIOAeHUS U pe3ybTaThl OTKPHITON (ha3bl
EXIST-1 roBopsIT 0 TOM, 4YTO OH, BO3MOXHO, YMEHbIIIaeT
YacTOTy MPUCTYIMOB MPU SMUJIETICUN, aCCOLIMMPOBAHHOM
¢ TyOepo3HbIM cKJiepo3oM [8]. MBI xkaem oTBeTa — pe-
3yJIBTaTOB CTELMATBLHOTO JBOMHOTO CJIEMOr0 UCCIeI0Ba-
Husl, HazBaHHoro EXIST-3.

YMcCTBEHHass OTCTAJIOCTb M ayTU3M. ODKCIepUMEH-
TaJbHbIE MOJEIN TyOepO3HOro cKjepo3a yOemuTeTbHO
NEeMOHCTPUPYIOT, uTo HapyuieHnss mTOR urpawmT Kito-
YeBYIO POJib B (DOPMUPOBAHUN COLIMATBLHOTO TTOBEIEHUSI
un o0yuyeHus [14]. KopoTkuii Kypc panaMmuiiiHa He TOJb-
KO BOCCTAHABIMBAJI CUHANTUYECKYIO TUIACTUYHOCTb,
HO U YMEHbIIaJl HapylIeHUs TTOBEIeHUs Y SKCIIepUMEeH-
TaJbHBIX XXUBOTHBIX [15]. B Hacrosimmii MOMEHT WHM-
LIMUPOBAHbI OT/AEJNbHBIE KJIMHUYECKUE MCCIEeI0BaHUS,
TMOCBSIIIIEHHBIE BJIMSIHUIO 9BEPOJIMMYCca Ha KOTHUTUBHbBIC
(YHKIMU U ayTUCTUYECKHE YEPThl Y TIAIIMEHTOB C TyOe-
PO3HBIM CKJIEPO30M.

KoxHble niposiBiieHus. B 3T0ii cTaThe MbI yXXe nucaiu
00 YMEHBIIIEHNH KOXHBIX TIPOSIBJIEHUI Ha Teparuu 3Be-
posiumycoM (B ocobeHHOCTH aHTHo¢GuOpom una). B mo-
CJIeIHME TOMbI MOSIBUJIMCH COOOIIEHUsT 00 3(h(heKTUBHO-
CTU TOIMMYECKOTO JICUeHUsI pallaMUIIMHOM B BUIE Kpema
[16]. TToka Tomuuyeckoe jedyeHUEe HE BXOAUT B CTAaHAAPT
Tepanuu TyOepO3HOTO CKJIEpo3a, HO Pe3yJbTaThl BBITJISI-
IAT 00HA/IEeXKMBAIOIIMMU B OTHOILIEHUY HE TOJIbKO aHTHO-
(GubpoM N1, HO ¥ B TUIIOTTMTMEHTHBIX MATeH [16].

PaGnoMuomebl cepilia — Kak MpaBWJiO, HE BBI3bIBa-
IOT CEpIeYHOI HEeMOCTaTOYHOCTH M HapyILIEHU pUTMa,
HO M3 3TOTO TpaBuja €CTb OYEHb Cepbe3HbIe U KU3HE-
yrpoxarouine UCKJIoueHUs. MoTyT I TaKUM TallueHTaM
nomoub nHrHOUTOpHl MTOR? I. Goyer u coast. (2015)
MPUMEHWJIM 3BEPOJMMYC B HEOOJIBIION 103€ y Tpex
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HOBOPOXACHHBIX C pabaoMuoMaMu OOJIBIIOTO pa3Mepa
Y HapyHIeHUSIMUA PUTMA W TIOJYYWIN TTO3UTUBHBIN (-
(ekT B BUIe YMEHBIIIEHUsI 00beMa OIyXoJIei U yaydiie-
HUS TTIOKa3aTtesieit remoguHaMuku [17].
JIlnMmdbaHrnoneitoMnoMaTo3 He Bcerma OBIBacT IPO-
sIBJICHMEM TyOepO3HOTO CKJepo3a, MHOTIA BCTpeYaeTcs
u B u3ojavpoBaHHOM Buue. B uccnemoBanum EXIST-2
He OBbLIO JOCTATOYHOTO KOJIMYECTBA MAlIMEHTOB C JIMM-
(aHTHONIEIIOMUOMATO30M, YTOOBI JOCTOBEPHO YCTaHO-
BUTh 3G (MEKTUBHOCTL 3BEPOJUMYCA, XOTSI OTHCTBbHBIC
ornucaHus ero 3MMOEeKTUBHOCTH B JUTEpaType UMEIOTCS.
Ho noctoBepHO nokasaHa B JBOWHOM CJIETIOM HCCIIe-
noBaHUM 3(PPEKTUBHOCTL cUposMMyca (paramMuiiMHa)
pu TuMbaHTHOIeioMUOMaTO3¢e Y MAllMeHTOB KaK C Ty-
OepO3HBIM CKJIEPO30M, TaK M 0e3 Hero. JlbIxaTelbHBIE
(GyHKLIMU CTaOMIM3MPOBATIUCH WIIM Yaydinaiuch y 46%
MalMeHTOB, a Tocje OTMEHBI Tpernapara MpoaoJIKaIu
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D PeKTUBHOCTDL TONMYECKUX CPEACTB B TEPANMM IepneTHIecKoil uH(peKnuu y nerei
E.B. lllapaxosa, JI. P. Capan

AnTanckmnii rocygapCcTBEHHbI MeauUMHCKUIA yHUBepcuTeT, bapHayn, Poccusa

Efficacy of topical agents in the therapy of herpes infection in children

E.V. Sharakhova, L.R. Sarap

Altai State Medical University, Barnaul, Russia

HnduumpoBaHHOCTh BUPYCOM MPOCTOTrO repreca cocTapisieT 65—90% B nomyasinuu. Bupyc noKu3HeHHO nepcucTHPYET B OPraHu3-
Me, BbI3bIBAET INMPOKHII CIEKTP KJIMHUYECKHX NMPOSBJIEHMIi MPU PelHANBaX 3200JeBaHUs M CHIXKAET KauyecTBO xKu3Hu. CraThs no-
CBsiIEeHA aHAM3Y 3¢)(eKTUBHOCTH JIOKATBHOM TePaNny PelINBOB repreTHYecKkoii nudeKnun opodhanuaibHoii 00J1aCTH B IETCKOM
Bospacre. [IpoBeaeHo paHIOMU3NPOBAHHOE HCCIeA0BaHUeE ¢ yyacTieM 40 nanueHToB B Bo3pacte 6—12 jeT ¢ nepuoaomM HAOMIOIeHUs
12 mec. CpaBuuBanach 3(p¢)eKTHBHOCTD KJIACCHYECKOTO MPOTHBOBUPYCHOrO npenapara (30BUPAKC) M KOMILIEKCHOTO TONMYECKOTO
cpencrBa (I'epnenokc). CornacHo pe3yiasraram, 00a HCCJIeyeMbIX MPenapara CHIKAIOT BHIPAXKEHHOCTh Cy0beKTHBHBIX CHMIITOMOB
3200JieBaHUSA Y NALUEHTOB, OJJHAKO HE MPEA0TBPANIAIOT MOJHOCTBIO MOBTOPHBIX BHICHINAHMIA. Y NMAMEHTOB, MOJYYABIINX JeYeHHe
KOMILTEKCHbIM npenapaToM IeprnieHoKc, KIMHUYECKOE BbI3TOPOBIEHHE HACTYNAJIO HA 7—8-il JeHDb 3a CYeT yMEHbIIEeHHsT POI0JIKM-
TeJbHOCTHU Be3UKYJISIPHOI CTAIMK ¥ YCKOPEHHUs SNUTEIM3aMHU NopaKenuii. VI3yyaemble npenaparsi He 0Ka3aJd BIMSAHUS HA YACTOTY
BO3HUKHOBEHHUSI MOCJIETYIOIMX PEIUIMBOB 3200J1€BaHUs.

Karoueewie caosa: demu, supyc npocmoeo eepneca, Mecmnas nPOMUGOBUPYCHASI MePanus, AUUKA0BUD, XeAAMHbl KOMIACKC eepMa-
HULI-0p2aHU1ecKk020 coeOUHeHUs ¢ 2YAHUHOM.

Ana umtnposarus: LLlapaxosa E.B., Capan J1.P. 3¢ ¢peKkTnBHOCTb TONMYECKNX CPEACTB B TEPANMN rePNETUYECKON nHpekunn y netei. Poc BeCTH
nepuHaton v neamarp 2016; 61: 5: 113-116. DOI: 10.21508/1027-4065-2016-61-5-113-116

The rate of infection with herpes simplex virus is 65—90% in the population. The virus persists in the body for life and causes a wide
spectrum of clinical manifestations in disease recurrences and reduces quality of life. This article deals with an analysis of the ef-
ficiency of topical therapy for recurrent orofacial herpes infection in childhood. A randomized study covering 40 patients aged 6
to 12 years was conducted with a 12-month follow-up. The efficacy of the classical antiviral medication Zovirax and the complex
topical agent Herpenox was compared. According to the results, both drugs reduce the severity of subjective symptoms of the disease
in the patients, but do not completely prevent recurrent rashes. The patients treated with the complex drug Herpenox recovered
on days 7—8, by reducing the duration of the vesicular stage and by accelerating of lesion epithelialization. The test drugs failed to af-
fect the incidence of subsequent recurrences.

Keywords: children, herpes simplex virus, topical antiviral therapy, acyclovir, chelate organic germanium guanine complex.

For citation: Sharakhova E.V., Sarap L.R. Efficacy of topical agents in the therapy of herpes infection in children. Ros Vestn Perinatol i Pediatr 2016;
61:5: 113-116(in Russ). DOI: 10.21508/1027-4065-2016-61-5-113-116

B HacTosilee BpeMs TpobsieMa pacnpocTpaHEHHO-
ctH, 3(pHeKTUBHOTO JieueHUsT U TPOGDUIAKTUKY Tep-
MEeTUYECKON MHOEKINU SIBIsIEeTCS KpallHe aKTyaJbHOM
B CWJTy MHOTUX MpWurH. [To JaHHBIM HayYHBIX UCCIIEIO0-
BaHMi, THGUIUPOBAHHHOCTb BUPYCOM ITPOCTOTO reprie-
ca HaceJIeHUsI pa3HbIX cTpaH coctasisteT 65—90% [1-5].
B Bospacte 10 14 et pacrnpocTpaHeHHOCTh BUpYca Mpo-
CTOTO TepIieca, 1o pa3HbIM JaHHBIM, KoyieomeTrcss oT 10
1o 57,8% [6—8] B 3aBUCHMOCTH OT BO3pacTa M YpOBHS
Ku3HU HacejeHus. Ot 15 no 45% BupycoHocurteei
UMEIOT XOTSI Obl OMXHOKpATHOE TIPOSIBIeHUE WH(EK-
mun [9]. CriekTp KIMHUYECKOH CUMITTOMATUKW, Pa3BU-
THE KOTOPOI OOYCIOBIMBAET JaHHBIA BUPYC, UPE3BbHI-
YaitHO mMpoK. Bo3HmKarommii KocMeTu4ecKuii 1eexT
BBI3bIBA€T CKOBAHHOCTH TPU OOIIEHWU, MALIUEHTHI CTpe-
MSITCSI OTPAHUYNTh COLIMaIbHbIE KOHTaKThl. Kpome Toro,

© KonnekTtune aBTopos, 2016

Anpec ns koppecnonaenun: Lllapaxosa Exarepuna BuktopoBHa — acc. Kadbeapbt
CTOMATOJIOTMH IETCKOTO BO3pacTa AJITaiiCKOTo roCylapCTBEHHOTO MEIMLIMHCKOTO
YHUBEPCUTETA

Capan Jlapuca PynonbdoBHa — 1.M.H., TOLEHT, 3aB. Kadeapoii

656038 Antaiickuii kpait, . bapnay, rip. JlenuHa, 1. 40

B TI€pUOJ BBICHITIAHUI OHM KOHTAaruoO3HBI, YTO TTOBHI-
IIAaeT PUCK pacrpoCcTpaHeHUs WHOEKIINU B TOMYJISIIIAN.
DTO onpenensieT He TOJbKO MEIUIIMHCKYIO0, HO U OTPOM-
HYIO COIIMaJIbHYI0 3HAUMMOCTb MPOOJIEeMBbI, a Takxke 00-
YCJIOBIMBAET HaJMYKMe IITMPOKOTO CITEKTpa MpernapaTton
JUTSL TepATTU TePTIeTUIECKON MH(MEKIINMN.

EnvHoXasl MHPUUIMPOBABIIMCH BUPYCOM Treprieca,
YeJIOBEK CTAHOBUTCS HocHTeIeM. Permaus 3aboieBaHUS
BO3HUKAET IO BO3IEHCTBHUEM MPOBOLIMPYIOIINX (PaKTO-
poB — Y®-uznydyeHus, rnepeHeCeHHBIX MH(MEKIMOHHBIX
3aboneBanuii [10—13], nHGEKINN BEpXHUX AbIXaTeTbHBIX
nyteit [14]. Hanbonee yacTo 30HOI BBICHITIAHUI MPU T10-
BTOPHOM TIPOSIBIEHMM WHMEKIUU SBISIETCS KpacHas
KaiiMa Ty0 y TMTOAPOCTKOB M B3POCIBIX, a TAKXKE CITU3UCTAs
oboJiouka TBepnoro Heba y aereit [15]. TlukoBbie BUpyC-
HbIE TUTPHI BBISIBIISIIOTCS B TeUeHUE TTEPBBIX 24 TI0CIe Ha-
yaja peuuarBa 00Je3HM, Korma OOJBIIMHCTBO TOpaxe-
HUI HaXOIWUTCS B BE3UKYISIPHOM CTaJMM, 3aTeM TUTPHI
MPOTPECCUBHO CHUXKAIOTCS, TTOCKOJBKY OOJBIIMHCTBO
TMOpakeHW MpeobpasyeTcs B AI3BbI WJIM KOpouku [16, 17].

B TakTHKe Jle4eHUsT YacTO pPEeLMINBUPYIOIIEH reprie-
THYEeCKON MHpeKInn opodalnaibHOl 0071aCTH MOXKHO
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BBIZICJINTH CJIEAYIONIME LIEJW: YMEHbIIIEHNE BhIpaK€HHO-
CTU M TIPOJOJIKUTEIbHOCTU CUMIITOMATUKM (3yM, KXKe-
Hue, 00JieBbIe ONIYIICHUS), CHUXKEHUE CPOKOB TOJTHOTO
3aKUBJICHUST TTIOPaXEHUsI, YMEHBIIIEHUE MPOJOJIKUTEb-
HOCTHU M BBIPAXKEHHOCTU 3KCKpELMU BHpyca B oyare pe-
LIUIMBA, CHWXKEHUE YacTOThl U CTEMEeHU TSIKECTU pelm-
IUBOB MH(MpeKIMK. s oKaabHOW Teparnuu peluaInBoB
reprneTuyeckoi MHMEKINKN MPeaToXeH IUPOKUIN CIIEKTP
MpernaparoB, OIHAKO CJEeAyeT OTMETUTb, YTO JaJeKo
He BCe paspellleHbl K MPUMEHEHWIO B IETCKOM BO3pacTe.
«30JI0TBIM CTaHAAPTOM» TIPOTUBOTEPIIETHUECKOM Tepa-
MUU, TIperapaToM, He UMEIOIIMM BO3PACTHBIX OrpaHUYe-
HUI, cTaj pa3paboTaHHBIi B 70-€ TOIbBI MPOIILJIOTO CTOJIE-
THS aHAJIOT HYKJIEO3UI0B — allMKJIOBUP.

C/IOXHOCTh B Ha3HAYEHUM psiia COBPEMEHHBIX Mpe-
MapaToB JJIs JISUeHUsI TePIeTUYeCKOi nH(peKInu opoda-
LIMAIbHOM 00J1aCTU B IETCKOM BO3PACTe OTIPENEISIOT BO3-
pacTHbIe OrpaHUYEHUS JJIST HEKOTOPBIX JIEKAPCTBEHHBIX
CpeICTB, HAIMYME HeKeIaTeIbHBIX TTOOOYHBIX IEHCTBUIA
W TIPOTUBOIIOKA3aHUI, HEOOXOAUMOCTh KOMILJIEKCHOTO
BO3MeiCTBUsI. B 3TOM CBSI3M aKTyaJbHBIM SIBJISIETCSI COYE-
TaHUe TTPOTUBOBUPYCHBIX TTPENapaToB ¢ UMYHOOMOJIOTH -
YeCKMMU CPeICTBAMU — 3a CUET BO3HUKAIOIIETr0 CUHEep-
rudyeckoro 3gdexra MosiBIsSIETCSI BOBMOXHOCTh CHU3UTh
03y XMMUOIIpernapara, yMEHbIIUTh €ro TOKCUYHOCT,
YBEJIMYUTH CKOPOCTb BBI3JIOPOBJICHUSI MIPU BOZHUKHOBE-
HUW pelMINBa M YMEHBIIUTh BEPOSITHOCTh (popMUpOBa-
HUS YCTOMYMBBIX IITAMMOB Bupyca [18].

B MupoBoil KTMHWYECKON TpakKTUKe HE TpeKpalia-
eTCsl TIOUCK CPEJICTB, TO3BOJISIIOIIMX OKa3biBaTh A(Ppdek-
TUBHOE, 0e30TMacHOe U CTaOMJIbHOE IeCTBUE TIPU Tepa-
MUY BCEX 3TATIOB TEUCHUS PEIIMAMBOB ITPOCTOTO reprieca.
C aT0#i TOYKM 3peHUST JOCTOMHBIM BHUMAHUS MPU Jieue-
HUU PELIMIUBOB opodalinabHOTO reprieca sIBJISIETCSI HO-
BBII MperapaT Ha OCHOBE XeJIaTHOTO KOMILJIeKca repMa-
HUMOPraHMYeCKOro COeNMHEHUsI C TYaHMHOM, KOTOpPBIi
obecrieyrBaeT (GoOpMUPOBAaHUE MECTHOTO MMMYHUTETa
CIIM3UCTOM 000JIOUKHU PTa, aKTUBUPYET BHIPAOOTKY 1IUTO-
KWHOB U CTielIu(pUIeCKUX aHTUTE.

Ilenapt0 HacTOSIIIETO UCCAEAOBAHUS SIBISIJIOCH TO-
BblllIeHUE 3 GEKTUBHOCTU JICUCHUST PELUIUBUPYIOIIEH
reprieTuyeckoit MHGeKIU opodaunanibHOl 00JacTh
B JIETCKOM BO3pacTe MyTeM M3YYeHUsI U CPaBHEHMS TIPO-
TUBOBMPYCHBIX TIpEIapaToB, NMPUMEHSIEMbIX B KaueCTBe
MECTHOI Tepanuu, a Takxke OlleHKa pacnpoCTpaHEHHO-
CTU M TEUECHUSI XPOHUUECKOU pelyaMBUpPYIOIIeil reprie-
TUYECKOU MH(EKIINN Yy IIKOJbHUKOB B bapHaye.

XapaktepucTtuka geter u MeToAbl UCCNeaoBaHNS

Oo6cnemoBanbl 230 geTel MIKOJBHOTO BO3pacTa, Impo-
xuBatolux B bapnayne. [lpoBeneHo aHKeTHpOBaHME
IO CJIEMYIOIIMM BOIIPOCAaM: BO3PACT MEPBUYHOTO MPOSTB-
JIeHUsT MHGEKIUKY, Havyajlo BO3HUKHOBEHUS PEIUIUBOB
reprieTHIeCKO MHGMEKINKY, Hanboiee BEPOSATHBIN TPUT-
repHbIit (hakTOp pa3BUTUSI 3a00JIEBAaHMS, YaCTOTa PELIM-
JIWBOB B TOM, CPEIHSS MPOMOIKUTEILHOCTh PELMINBA,
CTETIEHb TSKECTH KITMHUUYECKUX TIPOSIBIICHUIA.

B MOMOLLIb TPAKTUHYECKOMY BPAYY

IIpoBenen ompoc 80 Bpaueii-cToMaToJIOTOB AJITaii-
CKOTO Kpasi OTHOCHUTEJIbHO BbIOOpa mpernapaToB JUIS Te-
panuu peluMuauBOB TepreTHYECKON WHGMEKIUN: o0Ias
Tepanus, MeCTHasl WJIM KOMIUIEKCHasi, TPyIIoBas Mpu-
HaJJIEXXHOCTH TpernapaTtoB, KOMMepUYeCKre Ha3BaHUSI.

C 1enpio olieHKHU 3G GEeKTUBHOCTH JIOKAILHON Tepa-
MU TePHeTUIEeCKON WHGEKIUN MPOBEACHO paHIOMU-
3MpPOBAaHHOE HCCJIeIOBaHNE B TMMapaJlIeIbHBIX TPyIMIax
¢ neprogoM HabmomeHus 1 rox. B mccnenoBanue ObLIN
BKJIIOUeHBI 40 malMeHToB B Bo3pacTe 6—12 JjieT ¢ yacTo-
TOW pELMINBOB TepreThdecKoil WHbekuun 1—3 pasa
B IO/, C TEYEHUEM PelaIrBa 0€3 CUMIITOMOB HapyIIeHUSI
00IIIer0 COCTOSTHYS, IBUBIITMXCST HA OCMOTP WJIH JIEYeHHE
C TepIeTUYECKUMU BBICHITTAHUSIMU CPOKOM TIPOSIBIIE-
Hus He Oosee 24—48 4. KpoMe KIMHUYECKOI KapTUHBI,
¢GuUKcUpoBaIMCh aHAMHECTUYECKHWE TaHHbIE: BO3pPacT
MPOSIBJIEHUST TIEPBOTO PELIMAMBA TOCJIe MEePeHEeCeHHOTO
OCTPOTO TEePIETUYECKOT0 CTOMATUTA, YacToTa PELMIM-
BOB B TOJl, TPUYWHBI PEIIUANBA, CPETHSSA TTPOAOKUTEb-
HoOCTb 0e3 Tepanuu. [lalieHTh ObUTM pa3neieHbl Ha JBe
rpynmbl, mo 20 B Kaxmoi. B wmcciemyembIx rpymmax
JIJIST TOTTMYECKOW Teparnuy ObLTA BBIOPAHBI: KOMITIEKC-
HBII MperapaT [epreHoKC (aKTUBHBIE BEIECTBA: XeJlaT-
HBII KOMILUIEKC TepMaHUHOPraHUYECKOTO COETUHEHUS
C TYaHWHOM, aJIbTMHAT KaJWsl W KCUJIUTOJN) W KJIacCu-
YeCKUIi OPUTHMHATIBHBIN MpernapaT 30BUpaKC Ha OCHOBE
alMKIIMYECKNUX HYKJICO3UNIOB (IEMCTBYIOIIee BEIIEeCTBO
alMKJIOBUP).

TeprieHOKC SBJISIETCST KOMITIEKCHBIM TIperapaToM,
YTO 00YCJIOBJIEHO MEXaHU3MOM JEHCTBUS €r0 KOMITOHEH -
TOB — XeJaTHBIM KOMIUIEKC TepMaHUIOPraHNYeCKOTO
COeIMHEHMUSI ¢ TYaHWHOM J1aeT MPOTHBOBUPYCHBIN 3(-
dekT, obecreurBaeT (HOPMUPOBAHUE MECTHOTO MMMY-
HUTETa CIM3UCTON OOOJOUKU TIOJIOCTU PTa, aKTUBUPYET
BBIPAOOTKY IIUTOKUHOB (MHTEP(hEPOHOB U MHTEPJIEHKM-
HOB) U crienmduuecknx aHturesa. Komruieke HeTOKCH-
YyeH, Oe30maceH M XOpOIIO TMEePeHOCUTCS TMallieHTaMHU.
Kceunuron cTUMyIUpyeT CeKpeLIo CITIOHBI, TOBBIIIas
B pOTOBOI XXuaKocTu conepxanue IgA, IgM, IgG, nak-
TodeppuHa, Ju3olMMa, JaktTonepokcuaasbl. Coau aab-
TMHOBOM KHCIIOTHI O0OECTIEYMBAIOT MPOJIOHTUPOBAHHBIN
aHTUOaKTepuaabHbIii 3(hGEKT, SBISIOTCS COPOESHTOM
LIUPKYJTUPYIOIINX UMMYHHBIX KOMITJIEKCOB, OKAa3bIBAIOT
pereHepupylolee 1 MpoTUBOBOCITAJINTEIbHOE IeCTBUE,
CTUMYJIMPYIOT (haroiiMTo3 U CTaOMJIM3UPYIOT MeMOpaH-
HbIE CTPYKTYDHI.

AIVKJIOBUD — CUHTETUYECKUI aHaJor OIHOTO
U3 E€CTECTBEHHBIX HYKJIEO3UIOB JII0OOOW KJIETKU opra-
HU3Ma. Bupyc, "HOUIIMPYS KIIETKY, UCTIONb3YeT JaHHbBI
Hykieo3un st moctpoeHusi JJHK HOBbIX BUPHMOHOB,
KOTOpast MPU 3TOM CTAaHOBUTCSI HEMOJHOIIeHHOM. TakuMm
obpa3oM OJIOKMpyeTCsl peruimKauusi BUpycoB. Bbuioop
npenapaToB /ISl TOIMTMYECKOU Teparnuu oOyCIOBIeH JaH-
HBIMU JIUTEPATYpPhl, OMpOca Bpayeli-CTOMAaTOJIOTOB, Ha-
KOTUIEHHBIM KJIMHWYECKUM OITBITOM PabOThI COTPYIHU-
KOB Kaephbl.

B 1-ii rpymnme mauMeHTbl TOJAyYaJuM  MECTHYIO
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Tepanuto TperaparoM [eprneHokc, Bo 2-it rpymrie (cpas-
HeHMsT) — TipenapatoM 3oBupakc. McxonHas KiuHuYe-
cKas KapTMHAa M IWHAMUKa TIpU Teparuy perucTpupo-
BaJINCh B KapTaxX MpW KaXIIOM BU3UTE TAlIMEHTa 4epes
JIeHb 1 B TIOCJIEIHUI IeHb pelarBa. PekomeHaoBaHHast
yacToTa anriMKaluii Tperapara B 1-ii rpynmne 3 pasa
B CYTKM B TeueHMe 7 AHEi, BO 2-ii rpyrirne — 5 pa3 B CyT-
K4 B TeueHue 7 aHel. B xone nccnenoBaHus manyeHTaM
ObLIO 3aMpelieHO MCIMOIb30BaHUE NPYIUX JIEKAPCTBEH-
HBIX cpencTB, KocMmeTuku. Kpurepum ouenHku addek-
TUBHOCTU: JJIUTEIbBHOCTh WM WMHTEHCUBHOCTb MECTHBIX
CUMIITOMOB (3y/, X KeHHue, 00Jib, TUIEepeMMs], OTed-
HOCTb) 10 10-0anabHOI 1IKaje, HaJM4Me TTOBTOPHBIX
BBICHITIAHUI 3JIEMEHTOB MOPAXXKEHUSI B T€UYEHUE NTaHHOTO
peuuarBa, KOJIMYECTBO 3JEMEHTOB, IJIUTEIbHOCTh CTa-
U TIaTOJIOTUYECKOTo Mpoliecca, MPOAOJIKUTETbHOCTh
peluaInBa.

CratucTuyeckyro o0paboTKy MaTepuajioB HCCIeno-
BaHMS TIPOBOAMJIN C TIPUMEHEHUEM TMaKeTa CTaTUCTUYe-
ckux nmporpamum Statistica 10.0 u MS Excel.

Pe3ynbTatbl M 06Cy)XaeHME

Ilpu o6crenoBaHWM JeTeil IIKOJIBHOTO BO3pac-
ta bapnayna Obuto BbISIBIEHO, 4TO Oosiee 1/3 u3 HuUX
(37,3%) wMmeloT B aHaMHe3e TPOSIBICHUs TeprieThde-
CKOIM MH(MEKIINN, CPOK C MOMEHTA TIEPBOTO PeIINBa
6osee 3 meT, B 64% ciiydaeB 4acTOTa BO3HMKHOBEHWUSI
peuMaAnBOB cocTaBisiyia 3—5 pas B roa. [1pu ananuze aH-
KET YCTAaHOBJICHO, UTO B 65% ciTydaeB peCTIOHICHTBI CUM-
TAIOT MPUYMHONW PELUANBA TePIIETUIECKON MHGPEKIINN
nepeHeceHHble NMH(EKIIMOHHbIE 3a00eBanus, B 17% —
cTpeccopHble akTopsl, B 10% — nepeoxnaxnenue, 5%
BBIACIWIIA TIPUYUHON BU3UTHI K CTOMATONOTY M 3% 00-
CJIeIOBAHHBIX HE CMOTJIM BBIIEUTH (PAKTOP, CIIPOBOLIM-
POBABIINIA PEUUINB 32001 BaHUSI.

ITpu oTBeTe Ha BomMpoc O HauboJIee YacToi JIOKaIr-
3allMM BBICHITTAHUI TIPY PELMAMBAX HAMOOIbIIee YUCIIO
ob6cnenoBaHHBIX (57%) yKaszanum KpacHylo Kaiimy ryo,
20% — cnmM3ncTyio 000J0UKY TTOJIOCTH pTa, 12% — KoxXy
BOKPYT Ty0, 5% — yrubl pra. OcTajbHbIe PECTTOHICHTBI
OTMEYaJIv, YTO JIOKAJIM3ALMs BBICHIITAHUI TIPU PELIUIN-
Bax BapbUpYyeT.

CoryacHO pesyibraTaM IPOBEICHHOTO OMpoca Bpa-
Yeli-CTOMAToJIOroB, Haubojiee 4YacTo B KadyecTBe JIO-
KaJIbHOW Teparny Ha3HAYaroTCs aHaJOTd HYKJIeO3WI0B
(65%), wnTtepdepoHoreHbl (28%), pexe — KeparToria-
ctuku (5%). Oxoino 2% omparmmmBaeMBbIX He Ha3HAYaloT

MECTHBbIE TpernapaThl TpU TeprieTUYecKoil MHMEKINnu,
OrpaHUYMBAsICh TEpPOpaIbHBIM TIPUEMOM TpeTapaTos;
74% pecnOHIEHTOB CUMUTAIOT HEOOXOMUMBIM COUYETaHUE
MECTHOW 1 00111e#t Tepanuu.

Hnsa uzydyeHus: 3¢pGeKTUBHOCTA MECTHOM TIPOTUBO-
BUPYCHOI Teparnuu B UCCIIeAyeMble TPYIIIbI ObLIA BKJIIO-
YyeHbl MalyeHThl 000MX II0JI0B B BO3pacTe 6—12 JeT.
B oGeux rpymnmnax mpeobjaganiv TalMEHTbl KEHCKOTO
rnoJjla, CpeHUII BO3pacT COCTAaBWJI OKOJIO 8,5 jeT, naB-
HOCTb 3abosieBaHust 3—4 TOAa, 4YacToTa pELUJAUBOB
2—3 pasa B rofi, CpeHsIsl JUIMTeIbHOCTh peluanBa 0e3 Te-
paruu 10—11 gHeit (ta6u. 1). AnuTeabHOCTh TPOSIBICHUS
MECTHBIX CUMITTOMOB 3a00JieBaHUs OblJ1a MEHbIIIEN B 1-ii
rpyI1ine, oIHaKO He ObUIO MOJIy4eHO CTaTUCTUYECKU 3Ha-
YUMBIX pa3IUYUii PU CPaBHEHUM 00EUX TPYIIIL.

CornacHO pe3yjibraTaM MCCJIeIOBaHMSI, TIPU CpaB-
HEHUU TMPOJOJIKATEBHOCTU TEUYeHUSI BE3UKYJISIPHOM
craguu (1,5%0,22 nus B 1-i1 rpynme u 2,15+0,16 gHa —
BO 2-i1 Tpymme) W cTaauyd 3MUTEIW3alUy MMOpakeHU i
(2,1£0,13 u 2,75+0,28 nHSI COOTBETCTBEHHO) B IpyIlnax
ObLIM TIOJy4eHBl CTATUCTUYECKU 3HAYMMbIC DPa3TAYUS
(Taba. 2). JlaHHbIE pe3yabTaThl MOKHO OOBSICHUTH KOM-
TMOHEHTaMU TeJisl, KOTOpble O0YCIOBIMBAIOT KOMILJIEKC-
HOe NEeHCTBUE — CTUMYJISIIIMIO MECTHOTO MMMYHMTETa
(XenaTHBIN KOMIUIEKC FepMaHUOPraHUYECKOro COeau-
HEHUSI C TYyaHWHOM) M YCKOpeHHWe 3MuTeau3aun (Coau
aJIbTMHOBOM KUCIOTHI). Takke ObLIO OTMEUYEHO YMEHb-
LIeHWE JUTUTEeJIbHOCTHU pelliarBa repreTnieckoi nHpeK-
11U B cpeaHeM Ha 1,5—2 aHs B 1-1 rpynme 1o cpaBHe-
HUO co 2-1 rpynmoit (p<0,05).

3aknovyeHue

B pesynbrate poBeneHHOTO MCCIeIOBaHMS 00a WC-
ceyeMbIX TIperiapara ITOKa3ajld KIMHUYECKYIo 3d-
(EKTUBHOCTh B TOMHWYECKON Teparuu, CHIXas BbIpa-
KEHHOCTh CYOBEKTMBHBIX CUMIITOMOB 3a00JIeBaHUSI.
VY maumMeHToB, TMPUMEHSIBIIIMX B Ka4eCTBE MECTHOI MO-
HOTepaInuu KJIaCCUUECKU Tpemapart, perpecc KInHuIe-
CKOI CUMITTOMATUKU OBUT HE3HAYUTEIBHBIM: B CPEITHEM
KJIMHWYECKOE BBI3IOPOBIeHUE Hactynajo Ha 9—10-it
JieHb. B TpyTiTie malneHToB, MOJyYaBIINX JIeYeHHUE TeJeM
«[epnieHOKC», KIIMHWYECKOE BBHI3IOPOBICHUE HACTYIIa-
JIo Ha 7—8-11 IeHb, B LIEJIOM 3a CUET YMEHBIIEHUS TpO-
JOJKUTEIBHOCTA BE3UKYJISIPHOW CTaIMU W YCKOPEHUS
SMUTENU3AINKA TTopaXeHuid. M3ydaemble TpemapaThbl
He 0Ka3aJIv BIUSTHUS Ha YaCTOTY BOSHUKHOBEHMUS TTIOCTIE-
IYIOTIIVX PEIIMINBOB 3a00JIeBaHUS.

Tabauya 1. XapakTepucTHKA MANMEHTOB, BKIIOYEHHBIX B HCCJIeI0BaHIE

TTapameTrp 1-g rpynna (IeprieHokc) 2-5 rpynna (30Bupakc)
[Mon (MasbuMKM/AEBOYKHM) 9/11 8 /12
Bospacr, romnpt 8,85+0,61 8,65+ 0,64
JlaBHOCTH 3a00JI€BAHKS, TOIBI 3,7+ 0,49 4,3+0,6
CpemHsist YacToTa peLMAMBOB B TOJL 2,351+ 0,36 2,45 0,33
JuTebHOCTh pelMaMBa, JHU 11,15 = 0,38 10,9+0,57
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Tabauya 2. InuteIbHOCTD (B IHAX) KIMHAYECKUX NPOSBIICHUI pelauBa repneTuiyecKoii nHgexkmy y nanueHToB UcclieryeMbIix

rpynn
IMapameTp 1-s1 rpynma ([eprieHokc) 2-s1 rpynma (30BUpaKc)

Texylnuii peLyanB 7,55*%+0,33 9,15+0,43
MecTHbIE CHMIITOMBI:

3y 1,5%0,23 1,9£0,19

JKOKEHHE 1,6£0,22 1,85+0,21

60J1b 1,95£0,22 2,15+0,26

TUTIePEMMUST 2,15%0,26 2,3540,29

OTEYHOCTh 2+0,2 2,15£0,26
ITpoapomanbHas craaus v TUIEPEMUs 1,05+0,17 1,15%0,16
BesukynsipHast cragust 1,5+0,22% 2,1510,16
Dpos3uBHasI cTagust 1,1£0,14 1,2+0,18
Cranust oOpa3oBaHUsI KOPOUYEK 1,8+0,18 2,05%0,22
Cranus snureau3aiuu 2,1£0,13* 2,75%+0,28

Ipumenanue. *CTaTUCTUUECKU 3HAYMMbIC pa3Indus IaHHbIX Tipu p <0,05.

B 3akniioueHuwe criemyeT OTMETHUTb, 4YTO MECTHBIE
MTPOTUBOBUPYCHBIE CPEICTBA HE SIBISIOTCS JOCTATOUYHO
3¢ GeKTUBHBIMU ISl MpoduiIakTuku [19], mockojbKy
TOMUYECKOE MPUMEHEHHME HE TTO3BOJISIET JOCTABUThH Jie-
yeOHOEe CPEeCTBO K MECTY peakTMBalluKU BUpyca. Y maiu-
€HTOB C TSKEJIbIM TeYeHUEM PELIMIUBOB TepIeTUIeCKOM
nHGeKunu 11 mpoduIaKTUKK, 3a4acTyio, HeoOXoaumMa
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B YCTpaHAeT oulyleHne H [loBblwaeT B YcKopsAeT 3axuBNeHne B [lpegynpexpaaeT
6011, XxeHue, 3ym, MECTHbIN 1 NpeaoTBpallaeT noAsneHve pa3BUTME FrepneTUyecKmnx
OTEK 1 BOCNaneHmne* NMMYHUTET TPewmH v Wwpamos® BbICbINaHWi

DOOEKT 3AMETEH NOCJIE NEPBOIO NPUMMEHEHNA!

OPUTMHAJIbHOE 3ANMATEHTOBAHHOE CPEACTBO AJ11 KOMIMEKCHOIO NEYEHWA U MPOOUNAKTUKIN
NHOEKLMOHHO-BOCTAJIUTENBHBIX COCTOAHUM 1 MUKPOTPABM CJTM3UCTOW OBONTOYKK MONOCTU PTA,
KPACHOW KAVIMDbI T'YB V1 KOXKW BOKPYT HUAX (CTOMATUT, TMHTUBUT, MAPOLOHTUT, TMHTMBOCTOMATMUT,
KAHAMOO03, AOTO3, XENNUT, «MPOCTYA HA TYBAX» /1 [1P), B TOM YNCJIE BbI3BAHHbIX BUPYCOM FEPTECA

* KnuHnueckrie nccnenosaHva Capan J1.P. WWW.herpenox.ru
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Possibilities of antenatal prevention of food allergy in young children

0.V. Tarasova', M.V. Gmoshinskaya®, T.B. Sentsova?, S.N. Denisova'3, V.A. Revyakina?,
L.1. llienko', M. Yu. Belitskaya’

'N.l. Pirogov Russian National Research Medical University, Ministry of Health of the Russian Federation, Moscow;
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Iesn padoTsl — onpeneieHue 3¢ (heKTUBHOCTH AHTEHATAIbHOM NMPOGUIAKTHKY NULIEBO# ajiepruu y nereii. Iloa Hadmonennem Ha-
xoauuch 248 nap Matb—auts. B 3aBucHMOCTH OT NOTPe0./Is1€MOro PaloHa NUTAHUSA MaTepeii B ePUOJL FeCTALH HOBOPOK/IEHHbIE
ObLIH pa3nelieHbl HA TPU HOATpymbl: 1-s1 moarpynmma — 37 neteii, MaTepu KOTOPBIX B MEPHOJ FeCTALMH NOIYYAH THNOALIEPTeHHYI0
nueTy; 2-a noarpynna — 29 miajeHueB, MaTepd KOTOPBIX HA MOCJIEJHHX CPOKAX recTALUH COOMI0NAIN TMNO0ALIEPreHHYI0 TUeTy
u nosyyaam npoouotuk Lactobacillus reuteri Protectis; 3-1 monrpynna — 82 pedenka, Marepu KOTOPBIX NMOJYYad THIOAJLIEP-
TeHHBIil PAIIMOH C 3aMeHOI KOPOBLET0 MOJIOKA HA HOBO3EJIAH/ICKOE KO3be MOJIOKO «AMaJITesl» B COUETAHUH C MPHEMOM NMPOOHOTHKA
B NEPHOJI TeCTAINH.

Pa3nmumii aHTpONOMeTPHYECKHX MOKAa3aTeieil MeKIy TpyninaMu HOBOPOXKIEHHBIX JIeTeil He MOTy4eH0. AHAJIN3 KUIIEYHOH MUKPO-
OMOTBI BbISIBIJI, YTO MOBbIIIEHHbIE MOKA3aTe/H KJIe0CHeUIbl, SHTePOKOKKOB, Candida albicans, Staphylococcus aureus nocToBepHo
yaiie BCTPeYauch Y HOBOPOXK/IEHHbIX U3 rpynmbl cpaBHenus (p <0,05). Y maaaenues u3 3-ii noArpynmnbl, MaTeps KOTOPBIX NOJYYaTH
HA NOCJIEJHNX CPOKAX FeCTANMHU JAKTOOAKTEPHH U LeJIbHOEe KO3be MOJIOKO «AMaJITes», Yalle BCTPEeYaaoch HOPMaJIbHOE KOJIMYEeCTBO
ouduno- u nakrodakrepuii (p<0,05) u HU3KOe copepxKaHue yCJIOBHO-naTorenHoii daops (p <0,05) B cocTaBe KuIeYHOl MUKPO-
(aopsi. Kpome Toro, npuMenenne runoaiepreHHoN IMeThl ¢ BKII0YeHHEM KO3bero MoJIOKa 1,/ WiH JaKTo0aKkTepuii reuteri Protectis
Y Marepeii Ha NOCJIEIHUX CPOKAX IeCTALNM CHIDKAIO Y IeTeil YACTOTY U CTelleHb CeHCHOMIU3ALNU K KOPOBbeMY U KO3beMy MOJIOKY.

Karouesote caosa: demu. 6€[J€M6Hlibl€ JHCCHUWUHbL, numarnue, aiiepeus, npoo'uommc, K03be MON0KO.

Ana uyntupoBaums: Tapacosa O.B., IvowwnHckas M.B., CeHuosa T.b5., [enncosa C.H., PessikuHa B.A., Vnbexko J1.U., Bennuykas M. HO. Bo3mox-
HOCTW aHTeHaTasbHOW MPOoGUIaKTVKN MULLEBOV annepriv y AeTei paHHero Bospacta. Poc BecTH nepuHaron v neguarp 2016; 61: 5: 118-124.
DOI: 10.21508/1027-4065-2016-61-5-118-124

Objective: to determine the efficiency of antenatal prevention of food allergy in children. A total of 248 mother-child pairs were
followed up. According to their maternal feeding pattern during pregnancy, the newborn infants were divided into 3 subgroups. Sub-
group 1 consisted of 37 infants whose mothers had ingested a hypoallergenic diet during pregnancy. Subgroup 2 entered 29 babies,
whose mothers had adhered to a hypoallergenic diet and received the probiotic Lactobacillus reuteri Protectis in the last stages
of gestation. Subgroup 3 comprised 82 infants whose mothers had received a diet with a hypoallergenic substitute of cow’s milk
for the New Zealand goat’s milk Amalthea in combination with the probiotic during pregnancy.

There were no differences between the neonatal groups in anthropometric indicators. Analysis of intestinal microbiota showed that
significantly more children had an increasing amount of Klebsiella, enterococci, Candida albicans, and Staphylococcus aureus
in the comparison group (p <0.05). Subgroup 3 babies whose mother had received lactobacilli and the whole goat’s milk Amalthea
were more frequently found to have normal levels of bifidobacteria and lactobacilli (p <0.05) and a smaller number of opportunistic
pathogens (p<0.05) in the enteric flora. In addition, the hypoallergenic diet including goat’s milk and/or Lactobacillus reuteri Pro-
tectis in mothers in the last stages of gestation reduced the frequency and degree of sensitization to cow’s and goat’s milk in the in-
fants.
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Tapacosa O.B. u coagm. Bo3M0oXHOCTH aHTEHATAIbHOI MPOQUITAKTHKY TUIIEBON AJUIEPTUH y IETel PAHHETO BO3pacTa

a3BUTHE TTUIIEBOM aJlJIepruu y AeTeil MMEeT MYJIBTH-

dakTopHbIit xapakTep. K dakropaMm prcka BO3HUK-
HOBEHUsI MUIIEBON alJIepTU OTHOCAT alJIepruvecKue
3a001eBaHUsI Y MaTepy, TOKCUKO3bl OepeMEHHBIX, Me-
JMUKaMEHTO3HYIO Teparnuio 6epeMeHHOM, TTeperpy3Ky M-
IIEBOTO pallioHa KOPMSIIIHX KEHITMH MOJIOYHBIMHU TTPO-
nyKTamMu. BEIsIBIeHMe HeTeil ¢ MOBBIIIEHHBIM PHUCKOM
Pa3BUTHS aJUIEPTHUECKUX peaKIIii TTO3BOJISIET MPOBECTU
COOTBETCTBYIOIIYIO TIPOGUIAKTUKY 3a70JTO A0 POXKIE-
Hus peOeHKa.

Aneprudyeckre peakilMu pa3BUBAIOTCS TOJBKO
B CEHCUOMJIM3MPOBAHHOM OpTaHM3Me TPU TMOBTOPHOM
KOHTaKTe C aJlJIepreHOM W COIMPOBOXIAIOTCST aJliepri-
YEeCKUM BOCTAJIEHUEM, TIOBPEXKAEHUEM TKaHel W TI0-
SIBJICHUEM KIMHUYECKUX CUMIITOMOB aJlIeprUYeCKUX
OosiesHeit. B mepuon BHYTpMyTpOOHOTO pa3BUTHSI BO3-
JIeliCTBYE BHEITHUX (PaKTOPOB MOKET BBI3bIBATh BHYTPH-
YTpOoOHYy10 ceHcnbmnusanuio. OpraHu3m pedeHKa 3HaKO-
MHTCS KaK ¢ (U3MOJOTUIECKUMI HabopaMu aHTUTEHOB,
TaK ¥ ¢ aHTUTEHaMU, KOTOPbIE CITyKaT MMOTeHIIMATbHBIMU
WHAYKTOpaMu ajuteprun. [TporcxoauT mpoiecc hopMu-
poBaHUs TolepaHTHOCTU. OIHAKO CYIIECTBYIOT HayuyHbIE
paboThI, B KOTOPHIX TOKA3aHO, UTO TAKON KOHTAKT SIBJISI-
ercst (haKTOpOM BHYTPUYTPOOHOI ceHcubunuzaimu [1].

3almTy YeloBeKa OT UyKepOMTHBIX areHTOB o0ecTie-
YyyUBaeT WMMYHHasl cucTema, o0Jamaiomas MOIIHBIMU
MeXaHU3MaMU 3allUThl, CPeIW KOTOPBIX OCHOBHBIMU
BHEITHUMU OapbepaMM, TMPEAOTBpAIIAIONIUMHA PO~
HUKHOBEHME MUKPOOPTAaHU3MOB B OpPTaHM3M UeJloBeKa,
SIBJISTIOTCST KOXa W CJIIM3UCThIe 0000uku [2—5]. CocTo-
sTHe WMMYHHOM CHCTEMBI HOBOPOXIEHHOTO pebeHKa
cAepKUBaeT M30BITOYHBINI MMMYHHBIM OTBET, KOTOPBINA
MOT Obl BO3HUKHYTh Ha ITOBBIIICHHYIO aHTUTEHHYIO
CTUMYJIAINIO. DTO CTAHOBUTCS BO3MOXHBIM 3a CUET He-
3peJIOCT MHOTUX 3BEHbEB UMMYHUTETA W TTOBBIIIEHHOM
(bYHKILIMY CyTTPEeCCOPHBIX, T.€. CIEPXKUBAIOIINX (DAKTOPOB
UMMyHHTETA [6].

B peanmmszannu HacJaeICTBEHHON TpeapacIioioXeH-
HOCTU OCOOYIO POJib B aHTEHATaJIbHOM IepUO/Ie UTpacT
BBICOKHWI YPOBEHb aHTUTEHHOM Harpy3KW Ha TUIOJ, CBSI-
3aHHBIA C TATOJOTMYECKMM TeYeHUEeM OepeMeHHOCTU
U POJIOB, C HapyIlIeHUEeM MUTaHUsI MaTepu BO BpeMsl Oe-
PEMEHHOCTH, HEpaLMOHAIBLHBIM MPUEMOM MeIUKaMEH-
TO3HBIX TIpenapaToB (HampuMep, HU3KOMOJEKYISIPHBIX
rernapyvHOB, HO-IIMBI, TarnaBepuHa, A¢acToHa), BO3-
JelicTBHEM MPO(EeCCUOHATBHBIX BPEIHOCTEN, OMHOCTO-
POHHUM YTJIEBOAHBIM TIUTAHUEM, 3JIOYITOTpeOIeHuEM
MPOIYKTOB, SBJISIOIIMXCS OOJMTATHBIMU alljiepreHaMu
[7-9].

IMpenamnonaraercs, YTO aHTUTEH MOXET MPOHUKHYTh
yepe3 IJIALIEHTY B OpPraHU3M ILIoJa KakK B KOMIUIEK-
ce ¢ IgE-anTuTemamu mMaTepm, TaK ¥ ¢ aMHUOTUIECKOM
XKMIKOCThIO B KuineyHuK ruioga [10]. Chopmynupona-
Hbl OCHOBHBIE TPWHIIMITBI aHTEHATATbHOW TpoduIaK-
TUKWA TIUIIEBOM ajuIeprvu, KOTOpble BKIIOYAIOT: paly-
OHaJIbHOE TUTaHWE 3M0POBON OGepeMeHHOM KEHIIWHBI,
TUTIOAJIJIEPTeHHOE TMUTaHUe OepeMEeHHON IKEHIIWHBI,

CcTpajaloleil ajuIepriueckKoil TaToJIOTHe; YyIydllieHne
9KOJIOTMUECKO 00CTAHOBKU M CO3IaHUE THIoAJlIepreH-
HBIX OBITOBBIX ycsioBuit [11—15].

ATornuueckMii cTaryc HauyuHaeT (HOPMUPOBATHCS
B aHTeHAaTaJIbHOM Teprone pa3sutus [16]. [ToaTomy co-
BOKYITHOCTh (PAaKTOPOB pUCKa, NEHCTBYIOIINX B aHTeHa-
TaJbHOM U TIOCTHATAJBHOM IEPUOJAX M BBI3BIBAKOIIMX
CEeHCUOWIN3aLMIO OpTaHM3Ma, HYXXIaeTcs B yIIyOieH-
HOM U3YYEeHUU.

Llenpro paGoTel ObLTIO ompenesieHne 3PPEKTUBHO-
CTHM aHTEHATaJIbHOM MPOMUIAKTUKN MMUILEBON ajIepruu
y JeTeil, pOAMBIIUXCS Yy HaOMIOAaBIIMXCST OepeMeHHBIX
JKEHIIMH.

Matepuan u metoapl

B uccnenoBanve Boummm 248 OepeMeHHBIX M KOp-
MSIIIUX KEHIIWH, U3 HUX 148 XeHIIWH HaOJomalInch
0 W Ha (poHe AUETOTEeparuM ¢ BKIIOYEHUEM TPOOH-
OTUKOB (JlakToOakTepuu reuteri Protectis) m 3ameHoit
KOPOBBETO MOJIOKA Ha IIeIbHOE KO3be MOJIOKO, IOoce-
AW JIEKIUKM 10 TTOATOTOBKE K pojaaM W K Oymyliemy
TPpyIHOMY BCKapMIIMBaHMIO (OCHOBHas rpymma). [pyrmy
cpaBHeHUs coctaBuin 100 GepeMeHHBIX XEHIIWH, T0-
JIYJaBIINX OOBIYHBIM pallMOH MUTAHUS W He IMOCelaB-
IINX 3aHSATHS TI0 TIOATOTOBKE K poaaM. Bo3pacTt xkeHIIH
cocTaBiisii oT 21 roga mo 42 net. B Bo3pacte ot 21 roma
1o 25 yet 6u110 96 (38,7%) XeHuuH, oT 26 10 35 et —
115 (46,4%), crapure 36 met — 37 (14,9%). HaGmonae-
Mast 6epeMeHHOCTh OblTa mepBoii y 193 (77,8%) uz 248
JKEHIIWH, TTOBTOpHOU — Y 55 (22,2%). JlanHbBIe 0 coMa-
TUYECKOM 3I0POBbE KEHIIWH U TeYeHUN OepeMEeHHOCTH
y TPYNIbI CpaBHEHMST OBIIM B3SITHI M3 aMOyJIaTOPHBIX
Kapt. HaGmonenue 3a 6epeMeHHBIMI ITPOBOAMIIOCH B TE-
YeHMe TOCJIeIHUX 3 MeC TecTalliy 0 POJIOB, 3aTeM B Te-
yeHue 1 Mec mocJje poJoB, B 1IeJIOM OT 3 10 4 Mec.

Kputepnu BKITIOYeHUsT OepEeMEHHBIX XEHIIWH B UC-
cJieOBaHMe: OTCYTCTBME Ha MOMEHT MpPOBEACHUS WC-
CJIeMOBAHUST OOOCTPEHUST XPOHWYECKOM TMaTOJOTHUH,
aJUTepTMYECKUX PeaKIMid, OCTPhIX 3a00JieBaHUN XeJy-
JIOYHO-KUIIIEUHOTO TPaKTa, TKETbIX WHOEKIN; KeH-
IIWHBI HE UCTTOIH30BAIM TTPOOUOTUKY (TTPUMagopUIIoc,
HOPMOMJIOPUHBI, AlUIION, JTUHEKC, OMpUIyMOaAKTepUH)
¥ paHee He MOoJTyJaiu KO3be MOJIOKO.

AHaJu3 TIUTaHUS U OLIEHKa TOTPeOIsIeMbIX ITHUIIe-
BBIX TPOIYKTOB OBUIM TIPOBEICHBI Y BCeX OepeMEHHBIX
keHuH [17, 18]. IMorpebieHre MOJOUHBIX MTPOAYKTOB
JKEHIIWHAMU He TIPEBBIIIANIO pPEKOMEHAyeMble HOPMBI
IUIsS1 9Toil Kateropuu HaceneHus [19]. He mepeHocuimn
MOJIOKO ¥ MOJIOUHBIE TIPOAYKTHI 27,7% KeHIIUH OCHOB-
HOM TPYIIIHI.

B 3aBucuMocTH OT TIOTpebJIIeMOro pallMoHa THTa-
HUsT OepeMeHHbIe KEHIIWHBI ObLTA pasfeeHbl Ha TPU
moarpynisl: 1-s moarpymma — 37 (25%) XeHIIWH, MOJTy-
YaBIINUX TUTOAJIEPTEHHYIO IUETY; 2-5 ToArpymnmna — 29
(19,5%) GepeMeHHBIX, COOIIOAABIINX TUTOAIEPTEHHYIO
IUeTy W TojydaBIIMX TpoouoTuk Lactobacillus reuteri
Protectis; 3-s momrpynma — 82 (55,4%) >XeHIIWHBI,
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MOJIyYaBIIMe TUIMOANJIEPTEHHBIN pallMoH C 3aMeHOM
KOPOBBEI0 MOJIOKA Ha HOBO3EJIAHACKOE KO3b€ MOJOKO
«AManTesi» B COYETAaHUM C TTPUEMOM TMpoodroTHKa. Jlak-
TOOAKTEpUM Ha3HAYaJINCh B COOTBETCTBUM C PEKOMEH-
JIyeMbIMH TO03aMM KypcoM B TedeHue 1 mec Ha 36—38-i1
Henene rectanuu. [IpoOMOTHK XOPOIIO TEePEHOCUIICS
OepeMeHHBIMM XEeHIITMHAMU, TTOOOYHBIX 3(h(HEKTOB U OC-
JIOKHEHUI He HAaOII0AaI0Ch.

V >XeHIIWH OCHOBHO TpynTibl ponuiauch 103 (69,5%)
Manburka 1 45 (30,5%) neBouek, B TpyIINe CpaBHEHUS
MasIbunKoB Ob110 76 (76%), neBouek — 24 (24%). Ponus-
1ecs IeTH, Tak Ke, KaK ¥ X MaTepy, ObUTA pa3aeieHbl
Ha JIBe TPYyIIbl — OCHOBHYIO (148 neTeit) v rpyminy cpaB-
Henust (100 mereit). HaGnoneHune 3a 1eTbMU MPOBOIU-
JIOCh B TeueHue 1-ro Mecsiia mocie poxaeHus. Bee netu
HaXOAWJINCh Ha TPYIHOM BCKapMiIMBaHWU. Bcem HOBO-
POXIEHHBIM TMPOBOAUIOCH OOIIEKIMHAYECKOE HaOJIIO-
JIeHWe, OlleHKa (PU3UYEeCKOTO Pa3BUTHS, KOMPOJIOTHYe-
CKUe aHaJIN3bl, KCCITeIOBaHNE MUKPOMIOPHI KUIIIEYHUKA
Ha TTepBOM Mecs1Ie XU3HMU.

IMatonormyeckoe TeyeHUEe aHTEHATAJIbLHOTO TMEepUOaa
B OCHOBHOW TpyIIie aeTeil nMmesio Mecto B 75% ciyua-
€B, B TpyIe cpaBHeHUsT — B 78%. K HeG1aronpusiTHbIM
(hakTOpam aHTEHATAJTLHOTO TIEPHOJA OTHOCUJIUCH: YTPO-
3a MpepbIBaHUs 6ePeMEHHOCTH, TeCTO3bI, TTepeHECEHHBIE
MHOEKIU, aHeMUM, MeIMKaMEeHTO3Hasl Teparvs, aj-
JIeprudeckast maTtoJorus U 3a001eBaHUs XKeJTyT0IYHO-KH1-
IIEYHOTO TPaKTa y MaTepu, MPUEM BBICOKOAJIEPTeHHBIX
MMPOIYKTOB B MTepHO OepeMEHHOCTH.

B 3aBucMMOCTM OT TOTpeOJIIEMOrO MaTepbio B Tie-
pyoa 6epeMEeHHOCTU pallMoHa TTUTAHUST IeTU OCHOBHOM
TPYMIbl ObUTM TakKKe pas3nejieHbl Ha TPU TTOATPYIIIHL:
1-a monrpynna — 37 nmereil, Marepu KOTOPBIX COOJIIO-
ATy TUTMOAJIJIEPTEHHYIO JMETy Ha TOCIeTHMX CPOKax
rectauuu. M3 37 nerteit 3TOW MOATPYMIIBI OTSATOILIEH-
HBIIA QJJIEPTOJIOTUYECKUI aHAMHE3 CO CTOPOHBI MaTe-
pu 661y 46%, 1o oty — y 29,7%, CO CTOPOHBI IPYTHUX
POINCTBEHHUKOB — Yy 24,3%. Bo 2-10 MOArpyIimy BOILIN
29 neTeit, MaTepy KOTOPBIX COOJIOMATN Ha TOCIETHUX
CpOKax TecTally TUITOAJUIEPTeHHYIO TUeTy W TTpUHUMA-
M mpoOMOTUKM (JlakToOakTepuun). B aroii moarpyrme
CO CTOPOHBI MaTepW HACJEICTBEHHAs OTSATOIIEHHOCTh
Mo ajuteprum Habmonganach y 31%, no oty — y 34,5%
u Gosenu napyrue poxactBeHHUku — y 10,3%. B 3-1o0
MTOATPYNITY BKJIIOYEHBI 82 MJlaJieHIla MaTepu, KOTOPBIX

B MOMOLLIb TPAKTUHYECKOMY BPAYY

Ha TOCJIeIHUX CPOKaxX recTallii coOI0Iaay TUIoaliep-
TeHHBIN palloOH MUTAHUS ¢ BKITIOYEHUEM KO3bETO MOJIO-
Ka «AManTes» U MpoornoTUKoB. OTSATOIIEHHBIN ajiepro-
JIOTMYECKUI aHaMHE3 CO CTOPOHBI MaTepu umenu 42,7%,
CO CTOPOHBI oTHa — 22% W GoyleJIn Ipyrve POACTBEH-
HUKU — y 39% (tabn. 1). Y mumaneHueB 1-if TOATpYIIIIbI
noctoBepHo yaie (p<0,05) BcTpeyasncst OTSTOLIEHHbII
aJIJIeproJIOTMYECKNii aHaMHe3 y MaTepu. AJUIeprudecKkue
3a00J1eBaHUS IPYTUX POJACTBEHHUKOB JTOCTOBEPHO peXe
BCTpevanuch Bo 2-1 oarpyre (p<0,05).

VY Bcex neTeit MpOBOAUIIOCH OTpesesieHe ajljiepreH-
cneundudeckux IgE n [gG4 anTuTeN K 61Ky KOPOBbETO
MOJIOKa M KO3beMY MOJIOKY B KompoduisrpaTax. s Ko-
JIMYECTBEHHOTO OTpeeIeHUsT ajlJiepreHcreinpuieckKnx
AHTHUTE] K MOJIOYHBIM OeJIKaM B KOTpOMUIbTpaTax Mc-
MOJTb30BAJICSI HEKOHKYPEHTHBI WMMYHO(hEPMEHTHBII
aHalM3 ¢ TIpUMEHEHUEM CIEUUATbHBIX TECT-CUCTEM
¢upmnbl Allergopharma (Iepmanus).

Cratuctrueckasi o0paboTKa pe3ysbTaTOB OCYILECT-
Bisutack ¢ momoupio 1O «Statistica 7 mist Windows».
IMpoBomwiicst pacyeT CpeAHUX 3HAYeHU MpU3HaKa
(M), craHmapTHBIX OIIMOOK CpeaHero Mpu3Haka (m).
JIst OLEHKM CTATUCTUYECKOW 3HAYMMOCTH Pa3IMUMiA
IBYX WA HECKOJbKMX OTHOCUTEJBHBIX ITOKa3aTeseit
(gacToT, moneit) wcmoib3oBayics kputepuit x> Ilupco-
Ha. [lpu momomm U-kpurepusi MaHHa—YuTHu Oblia
MpoBe/ieHa OlleHKa JOCTOBEPHOCTH Pa3IMUWii TIpU 3Ha-
yeHusix BepositHocTu p<0,05. JlaHHBIE B Tpyrnmax pac-
LIEHUBAJIMCh KaK CTaTUCTUYECKU 3HaunMble Tipu p<0,05
WY CTAaTUCTUUYECKU BHICOKO3HaUnMbIe Tipu p<0,01.

Pe3ynbTatbl M 06CYyXaeHue

W3 248 neteit macca tena ripu poxxaenun mexee 3000 T
obay 28 (11,3%) HoBopoxaeHHBIX, oT 3000 1o 3500 T —
y 115 (46,4%), ot 3500 mo 4000 r — y 92 (37%) u Gonee
4000 r — y 13 (5,3%). B ocHOBHOI1 TpyIIie KOJUIECTBO
neteii ¢ maccoit ot 3500 mo 4000 r ObLIO TOCTOBEPHO
6ounbiie (p<0,05), yem B rpyrme cpaBHeHus: 48 u 21%
COOTBeTCTBeHHO. He Habmomaaoch JOCTOBEPHBIX pa3-
JINUUIA MEKJTy TTOKa3aTeITMA MacChl Tejia TIPY POKIEHUN
B CpaBHUBaeMbIX rpytiax ¢ Maccoit meHee 3000 u Gosee
4000 r (TabJ. 2).

IMpu cpaBHEHMM AHTPOIIOMETPUUECKUX TOKa3aTeseit
y HaOJTIOAABIINXCS AeTel B 1 -1 MeCsI1I )KU3HU CYIIEeCTBEH-
HBIX Pa3JIMYMii KaK B OCHOBHOW TpYIIIie, TaK W TPYIIIe

Tabauya 1. HacnencTBeHHas OTSATONIEHHOCTH MO AJIEPTHH Y HAOJII0IABIIMXCSI HOBOPOXK/IEHHBIX JieTeil, adc. (%)

Hannuue AJJICPIrUYCCKUX 3a00J1eBaHU I

IMoarpynna nereii y Matepu y OoTLia Y POJACTBEHHUKOB
€CTh HET €CTh HET €CTh HET
1-s1 (n=37) 17 (46.0) 20 (54,0) 11 (29,7) 26 (70,3) 9(24,3) 28 (75,7)
2-51 (n=29) 9 (31,0) 20 (69,0) 10 (34,5) 19 (65,5) 3(10,3)* 26 (89,7)
3-s1 (n=82) 35(42,7) 47 (57,3) 18 (22,0) 64 (78,0) 32 (39,0) 50 (61,0)
Ipymia cpaBHeHUST 41 (41,0) 59 (59,0) 25 (15,0) 75 (75,0) 8 (8,0)* 92 (92,0)

Ilpumeuanue: 3nech v B Tabn. 4 u 5: ¥ — kpurepuii x> [upcoHa, pazinuuust roctoBepHsl pu p<0,05.
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Tabauya 2. Tloka3aTem MACCHI ¥ JTTMHbI TeJIa MPU POKIECHUM Y HAOTIOAeMbIX HOBOPOKIEHHbIX JeTei

OcHoBHas rpymnmna

ITokazarenb MOATpyIna Tpynna cpaBHeHMS
1-a 2-9 3-q
Macca, r 3491£41,3 3462+61,6 3502%42,5 3496414
[JnvHa tena, cM 52,13%+0,45 51,75%0,39 52,07£0,33 52,81£0,46
Tabauya 3. TlokasaTeau Macchbl M JUIMHBI TeJla y AeTeil yepe3 1 Mec mociie poxaeHust
OcCHOBHas rpyrmnmna
TToka3zaresnb TMOATrpyIIa Ipynma cpaBHEeHUST
1-s 2-5 3-g
Macca, r 41571443 4261+46,6 4337+47,5 4218+43,2
JlmiHa Tea, CM 55,14+0,54 56,95+0,69 57,09+0,73 55,93£0,56

cpaBHeHMsT He oOHapyxeHo. HambGosbinas mpudaBKa
MacCO-pOCTOBBIX MMapaMETPOB OTMEYaIach y AeTeii U3 3-i
noarpynmbl (4337 ru 57 cM), OJHAKO pa3Inyusl ObLIU He-
JocToBepHHEI. [ToydeHHBIe pe3yIbTaThl COOTBETCTBOBAIN
TabJIMIIaM CPETHUX aHTPOITOMETPUUYECKHUX JAHHBIX Y JIe-
teii B 1-it mecs xxu3nu [20] (taba. 3).

Y HOBOpPOXIEHHOrO pebcHKa OXHOW M3 OCHOBHBIX
(GYHKUMIT HOPMaJbHOM KWIIIEYHOW MUKPOMIOPHI SB-
JisieTcss (popMUpPOBaHUE UMMYHOJIOTMYECKON TOJepaHT-
HocTU. HapyllleHue KWIIEYHOTO MHMKpPOOMOMa MOXKET
OBITH (haKTOPOM, 3aMyCKAIOIIUM PeaKIUu, TTPUBOISIINE
K aToMnuu y JieTeid paHHero Bo3pacrta [21]. B nuteparype
€CTb JIaHHBIE O BIUSHUM KUIIEYHOTO MUKPOOMOIEHO3a
MaTepu Ha COCTOSTHWE 3M0pOBbsI pebeHka. Kpowme Toro,
OOJIBIIIOE BIWSIHUE Ha TPOIECC KOJOHU3ALMU KHIIeU-
HUKa y HOBOPOXAEHHBIX JIeTeil OKa3bIBaeT MUTaHKUE Oe-
peMEeHHOI MaTepu M HaJIMYWe WIK OTCYTCTBUE Yy Hee ra-
CTPOAYOAEHATBHOM IMaTOJOTHH.

Hcrnonbp3oBaHne TPOOMOTUKOB B COYETAHUU C TUIIO-
aJUTepreHHON JIMETON y XEHIIMH Ha TOCIeIHUX CpOoKax
recTallii U B TMEPUOJ JIAKTAIIUK a0 TTOJOXKUTETbHBIN
npeBeHTUBHbIN 3¢ dekT [22, 23]. B Hacrosiee Bpewmsi

CYIIECTBYET MHOXECTBO MyOJUKALMA O 3alIUTHBIX Me-
XaHU3Max TPYIHOTO BCKApMIIMBAHMS, TaK KaK TOJBKO
TpyaIHOE BCKapMIIMBaHWE CITOCOOCTBYET KOJOHU3AIUU
KUIIIEYHUKA HOBOPOXKIECHHBIX U TPYIHBIX AeTeit Oudumo-
MIOMMHAHTHOW MUKpodopoii [21, 22, 24].

IIpoBeneHO M3ydeHHE KUIIECYHON MUKPOOMOTHI
Y HOBOPOKIEHHBIX AeTE TpeX MOATPYITI U TPYIIIBI CpaB-
HeHMs1 Ha (hOHE TPYAHOTO BCKapMuBaHUs (Taba. 4).
ITpu aHanM3e MOJyYEeHHBIX JaHHBIX OTKJIOHEHUS B CO-
cTaBe KUIIEYHOW MUKPOOWOTHI, COOTBETCTBYIOIINE
1—-2-it crenmenu muc6buo3a, obHapyxeHbl y 27% nertei
1-it monrpynmel, v 24% — 2-it moarpynmel, 23,1% ne-
Teit 3-i moAarpynsl U 26% MitafieH1eB TPYIITbI CpaBHE-
Hus. OQHAKO IOCTOBEPHO 4Yallle CHUKEHHOE KOJIMYe-
CTBO OMdUA0- 1 JTaKTOOAKTEepUii HAOIIOAAIOCH B TPYTITIE
cpaBHenus (y 19% mnporusB 26% B OCHOBHOI TpYIIIIE;
2<0,05). TloBbllleHHbIE MOKAa3aTeaN KJIEOCUEIbI, IH-
TepokokKKoB, Candida albicans, Staphylococcus aureus
TaKXe JTOCTOBEPHO Yallle BCTPEYaAINCh Y JAETeil TPYIIIbI
cpaBHeHus (p<0,05). Y nereit Tpyrimbl CpaBHEHUS Pexe
OTPENEISATIOCh CHIDKEHE KOJTMIEeCTBA KUIIIEUHOM TaIou-
ku (y 12%), yeM B Tpex OCHOBHBIX Toarpymmax (y 18,9,

Tabauya 4. Bansinue nUTaHus MaTepu BO BpeMsi 0epeMEHHOCTH HA XapaKTep OTKJIOHEHHi KuleuHoit MukpodJiops! y rereii, adc. (%)

OcHOBHas rpymnna

Tpyrma cpaBHEHUS

B MMKPOOpPraHu3ma TOArpyIa (n=100)
1-a (n=37) 2-51 (n=29) 3-s (n=82)

E.coli | 7 (18,9) 7 (24,0) 19 (23,1) 12 (12,0)*
E.coliC® 1 9(24,3) 6 (20,6) 18 (21,9) 8 (8,0)
E.coli hem 1 8(21,6) 6 (20,6) 14 (17,0) 17 (17,0)
E.coli lac 1 10 (27,0) 7 (24,0) 19 (23,1) 12 (12,0)*
Budunobakrepun | 7 (18,9) 4 (13,7) 7(8,5) 19 (19,0)*
JlakToGakTepUH | 8 (21,6) 5(17,2) 12 (14,6) 26 (26,0)*
Staphylococcus aureus 1 6 (16,2) 3(10,3) 7 (8,5) 17 (17,0)*
Klebsiella pnemonia 1 6(16,2) 5(17,2) 13 (15,8) 18 (18,0)
Enterococcus 1 8 (21,6) 6 (20,6) 14 (17,0) 25 (25,0)
Candida albicans 1 4(10,8) 3(10,3) 5(6,0) 13 (13,0)
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24 u 23,1% coOTBETCTBEHHO). Y AeTell Tpex TMOATPYIIT
TakKe yvallle HaOII0JaloCch TOBBIIIEHHOE COIepIKaHUe
mraMMoB E.coli co cnabodepMeHTaTUBHBIMU CBOCTBA-
mu (24,3, 20,6 1 21,9 COOTBETCTBEHHO). Y neTeit 3-ii o -
TPYIIIBI, MATEPU KOTOPBIX TTOJyYaId Ha TMTOCIETHUX CPO-
Kax TecTally JJaKTOOAKTEPUU U 1IIbBHOE KO3be MOJIOKO,
qale Onpeaessyioch HOpMalbHOE KOJUYeCTBO Oudumo-
u nakrodaktepuit (p<0,05) u HU3KoOe coaepXaHHUE YC-
JIoBHO-TIaToreHHoM ¢iopsl (p<0,05) B cocTaBe Kulieu-
HO#1 MUKPODIIOPHI.

B T1abn. 5 mpencraBiieHbl TMOKa3aTeJIu KOIMPOJOTH-
YecKOoro uccieaoBaHust y 248 neteit OCHOBHOM TPYIIITbI
U rpynribl cpaBHeHUs1. OOHApYXXeHO, YTO y IeTeil mepBoii
MOATPYNIIBI U TPYMIIBI cpaBHEHUST qocToBepHO (p<0,05)
yallle BCTpevaauch Kucias peakuust kKaia (81,1 u 60%
COOTBETCTBEHHO), KUPHBIE KUCITOTHI (29,8 1 36%), MbLTA
(56,8 1 51%), cmu3b (37,8 n 48%) B pexanusx. Hammaue
HenepeBapeHHO# KieTyatku (20%), Mbuta (46%), Kpax-
Mana (25%) moctoBepHo pexe (p<0,05) Mo cpaBHEHUIO
C OCTAJIbHBIMU JI€TbMU OTPEAENISIIOCh B 3- MOATPYIIITe
JIeTeil, MaTepy KOTOPBIX MCITOJIb30BAIM TUITOAJIEPTEH-
HBII pallMOH C BKJIIOYEHUEM LIETbHOTO KO3bETO MOJIOKA
n nakrtobaktepuit. [To HaTUIUIO comepKaHUS eIMHUY-
HBIX JIEHKOIIUTOB U 3PUTPOIIUTOB B KaJie CYIIECTBEHHBIX
pa3Iuumii y 00CIeOBaHHbBIX IETEH HE OTMEYaIoCh.

VYV Bcex HabmopaBIIUMXCS JeTedl ObLIM U3Yy4YeHbl ajl-
snepredcnenuduyeckue IgE- u IgG4- antutena K 6eyky
KOPOBBETO MOJIOKA UM KO3bEMY MOJIOKY B KOMPOGhUIIb-
TpaTtax. K KoHIly 1-TO Mecsia XU3HM Ha €CTeCTBEHHOM
BCKapMJIMBAaHUU Y MJIaJIeHIIEB OCHOBHOM TPYIIITHI 4acTO-
Ta BCTPEYAEMOCTH JIATEHTHON (AaCHMMITOMATUYECKOI)
CEHCUOWMIM3ALIMU 110 JaHHBIM aJlJiepreHCIelMOUIecKux

B MOMOLLIb TPAKTUHYECKOMY BPAYY

IgE- aHTUTENn K OEIKYy KOPOBBETO MOJOKA ObLIa JOCTO-
BepHO HUXe (p<0,05), yeM y nereii u3 Tpyrbl CpaBHEHUSI
(12,8 1 16% coOTBEeTCTBEHHO), KaK W YaCTOTa BCTpedae-
MOCTH MOBBIIIEHHBIX MoKa3aresei [gG4- antuten K 6e-
Ky KopoBbero mojioka (14,86 u 28% cOOTBETCTBEHHO).
Takast e TeHACHIIMS HaOMOAaIach B OTHOIICHUN Jac-
TOTHI JIATEHTHOUW CEHCUOMIN3aInu (B OCHOBHOM TpyIIITe
10,1%, B rpymie cpaBHeHust 13%) M MOBBIIIEHHBIX ITOKa-
3areneit [gG4- aHTUTEN K KO3beMy MOJIOKY (20,27 1 30%
CcoOoTBeTCTBeHHO). Hambosiee BbicOKass KOHIIEHTpaLIMsI
asuepreHcnenuduyeckux IgE- u IgG4- anturen K 6en-
KY KOPOBBETO MOJIOKA M KO3bEMY MOJIOKY B TIpeneiax +2
(p<0,05) Ob1a 'y mereii 1-ii MOATPyMIbI, MaTEPU KOTOPBIX
Ha TTOCJIETHNX CPOKaX TeCTaIliX TTOTyIaTy TOJIBKO THIIO-
AJIEPTeHHYIO IMETY, U Y MJIaieHIIeB U3 TPYIITBI CpaBHe-
HUSI, MaTepyu KOTOPBIX HE COOJIONANN AUETUYECKUX pe-
KOMEHAAIWA B TIepro rectauu (Tadm. 6).

Takum 06pa3om, Bce IeTH, POKICHHBIE OT HAOTIOIaB-
IIUXCS HaMU OepeMEHHBIX JKeHIITUH, UMeJTn HOpMaJIbHOe
dusnueckoe pazputre. JJOCTOBEpHBIX pa3TUIMii aHTPO-
MOMETPUYECKUX TOoKa3aTeaeil MexXay rpynnamyd HOBO-
POX/IEHHBIX JETeI HE MOy4yeHO. AHATU3 KUIIEYHON MU-
KPOOWOTBI y IeTell TpeX MOATPYII U TPYIITBI CPaBHEHUS
TTOKa3aJl, YTO TIOBBIIIIEHHBIC TTOKA3aTeNI KIICOCHEIUTHI,
9HTepOKOKKOB, Candida albicans, Staphylococcus aureus
TaKKe IOCTOBEPHO Yallle BCTPEUATNCH Y HOBOPOXKICH-
HBIX U3 rpynmbl cpaBHeHUs (p<0,05), MaTepu KOTOPBIX
He COOJTIoNaI MUETUYECKUX PEeKOMEHIAIui U He YIo-
TpeOIsiIv TIPOOMOTUKOB. Y MIaleHIIeB U3 3-1 MOArpyI-
ITBI, MaTepy KOTOPBIX ITONyJay Ha ITOCIEIHUX CPOKaX
TecTaluy JIaKTOOAKTepUU W IIEIbHOE KO3he MOJIOKO
«AmanTesi», Jaie BBISIBIJIOCh HOPMAJIBHOE KOJTUYECTBO

Tabauya 5. JlaHHbIE KOMPOJIOTHYECKOTO MCCIEIOBAHNS Y HOBOPOXKIEHHBIX JeTei

OcHOBHasl Tpyrina

Ipyrmna cpaBHEHUS

IMokazaress 1-s1 (n=37) 2-51 (n=29) 3-51 (n=82) (n=100)
€CTh HET €CTh HET €CTh HET €CTh HET
JIeHKOLHTEI (e AMHIHELE) 13(35,1) 24(64,9) 14(48,2* 15(51,8) 30(36,5* 52(63,5) 15(15,0) 75(75,0)
Kposb 7(18,9) 30(81,1) 9(31,0) 20(69,0) 23(28,0) 59(72,0) 18(18,0) 82 (82,0)
Peakuyis Kaia Kucias 30(81,1)*  7(18,9) 13(44,8) 16(552) 29(35,3) 53(64,7) 60(60,0)* 40 (40,0)
Kup HeWTpanbHbIi 5(13,5) 32(86,5) 10(34,4)* 19(65,6) 23(28,0)0 59(72,0) 32(32,0)0* 68 (68,0)
JKHpHEIE KHCTOTEI 11(29,8) 26(70,2) 7(24,1) 22(75,9) 24(29,2) 58(70,8) 36(36,0) 64 (64,0)
Muta 21(56,8) 16(43,2) 9(31,0) 20(69,0) 38(46,0) 44 (54,00 51(51,0) 49 (49,0)
E:ﬁgﬁiﬁ;‘e‘x ST 14(38,0) 23(62,0) 7(24,0) 22(76,0) 16(20,0)* 66(80,0) 24(24,0) 76(76,0)
NepeBapenHas 9(24,3) 28(757) 7(24,0) 22(76,0) 13(158) 69(84,2) 27(27,0) 73(73,0)
Kpaxmair: BHEKJIETOIHBIN 11(29,7) 26(70,3) 12(41,3) 17(58,7) 21(25,0) 61(75,00 31(31,00 69 (69,0)
BHYTPUKIETOUHBI 16(43,2) 21(56,8) 8(27.5) 21(72,5) 17(21,7)* 65(79,3) 41 (41,00 59(59,0)
Honopunbnas gopa 10 (27,0) 27(73,0) 6(20,6) 23(79,4) 18(21,9) 64(78,1) 22(22,0) 78(78,0)
DPUTPOLITH (€MHHYHDIE) 9(24,3) 28(75,7) 7(4,1)* 22(759) 19(23,1) 63(76,9) 3(3,00* 97 (97,0)
Ciusb 14(37,8) 23(62,2) 7(24,1) 22(759) 29(47,5) 53(52,5) 48(48,00* 52(52,0)
JTIposioK 2(54)  35(946) 1(3,44) 28(96,6) 3(3,6) 79(96,4) 4(4,0) 96 (96,0)
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Tab6auya 6. Konuenrpanus aaneprencnenugudeckux IgE- u IgG4-anTuren K 6eJKy KOpOBbero MoJIOKa ¥ KO3beMy MOJIOKY B KO-
npo¢uisTpaTax y HOBOPOXKIEHHbIX Aeteil (MEm)

OcHOBHag rpyrmnma

AunnepreHcrnenuduaeckme

aHTUTEIa noarpymnmna Tpynna cpaBHeHMS
1-s1 2-4 3-a
IgE x 6esKy KOpoBbEro MOJIOKA 1,73 0,32 0,9£0, 15 0,4610,11* 1,86% 0,73
g Ky Kop =7 i T o
IgE 6e10K K KO3bEMY MOJIO 0,9610,16 0,68+0,26 0,25+0,06* 0,92+0,14
g y Ky n=3 n=5 n=7 =3
IgG K 6GesIKy KOPOBBETO MOJIOKA 6,16£1,54 4,71%1,76 5,02+0,84 7,18%1,63
g y Kop i e 20 e
IgG 6eoK K KO3beMY MOJIO 5,28+1,51 1,86+0,46* 2,6610,44* 5,78+2,34
e MR n=7 n=10* n=13 n=30

IIpumeyanue. Paznuuus B MOATpYyNIax v IpyIre cpaBHeHUs 10cToBepHbI, p<0,05.

Jlns annepeencneyupuueckux IgE anmumen 3navenuve (E/mm): 0—0,2 — orcyrerBue amiepruu (+0); 0,3—0,6 — HusKast creneHb aiepruu (+1);
0,7—3,5 — yMepeHHas crerneHb amiepruu (+2); 3,6—17,0 — BbIcOKas cTerneHb auieprun (+3).

s cneuugpuueckux IgG4-anmumen 3Hauenue IgG4 (mxr/mi): 0—1,0 — orcyrcrBue amnepruu (+0); 1,1—3,0 — Hu3Kas crenenb amaepruu (+1);

3,1—10,0 — ymepeHHas creneHb ajuieprum (+2); 10,1—-30,0 — Bbicokas cteneHb ajuiepruu (+3).

ouduno- u nakrobakrepuit (p<0,05) u HU3Koe comep-
JKaHWe ycJIoBHO-aToreHHou duopsl (p<0,05) B cocraBe
KUILIEeYHON MUKpodropsl. Kpome Toro, mpuMeHeHNe T~
MOAJJIEPTeHHOM AMETHI ¢ BKITIOYEHUEM KO3bhEero MOJIOKa
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Wndexuyn, BbI3BaHHBIE BUPYCAMH reprieca 6-ro THma: coBpeMeHHbIe 0COOEHHOCTH
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Infections caused by herpes virus type 6: modern features

Anokhin V.A., Sabitova A.M.

Kazan State Medical University, Kazan, Russia

IIpencraBieH 0630p COBPEMEHHBIX CBeIeHHii 00 3THOJOTHH, SNMUIEMUOIOTHH, KINHHYECKUX MPOSABICHUSIX HH(MEKIMH, BbI3BAHHOM
BHpPYCAMH repreca 6-ro TUNa y JeTeii ¥ B3pOCJbIX, PACCMOTPEHBI BOMPOCHI IMATHOCTHKM C MCIOJIb30BAHUEM JIA00PATOPHBIX METO/IOB

HCCJICIOBAHUA U NIPUHIIMIIBI JICYCHUA JIAHHOW NMATOJIOTHH.

Karouesote croea: demu, unghekyus, eupycol eepneca 6-e0 muna, 3muono2us, SNUOEMUON02US, KAUHUHECKAsS. KAPMUHA, NPUHUUNb
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The article presents modern data on etiology, epidemiology, clinical manifestations of infection caused by the herpes simplex viruses
type 6. The problems ofthe use oflaboratory methods of research and treatment ofinfections.

Keywords: children, infection, herpes virus type 6, etiology, epidemiology, clinical picture, diagnosis, principles of treatment.
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H_‘[npoqaﬁmaﬂ pacpoCTPaHEHHOCTb BUPYCOB Ce-
MeiictBa Herpesviridae m pacryiiee 4uciio co-
OOILIeHNI MOCAeAHUX JIeT 00 NX 3HaYeHUU B (POPMUPO-
BaHUM KaK MHMEKIMOHHOM, TaK U HeMHMEKIMOHHOM
MaToJIOTUM — BOT T€ OCHOBHBIE MOMEHTBI, KOTOpPBIE
OMnpenessiioT HeocjaabeBaloluil UHTEpec K MpodsieMe
reprieTHYecKnuX WHbekuuii. TeM He MeHee TpaKTHYe-
CKMM BpayaM CPaBHUTEIbLHO MaJI0 M3BECTHBI 3a00JieBa-
HUSI, BbI3BaHHBIE BUpycoM Teprieca 6-ro tuma (BI'Y6),
CPaBHUTEJIBHO HEAAaBHO BOIISAIINM B CIIUCOK YeIOBeYe-
CKUX MTaTOTE€HOB.

BriepBble Bo30yauTe b BbimeaeH B 1986 . oT muMMy-
HONEOUUNTHBIX TALIMEHTOB € JUMGbOPETUKYISIPHBIMU
3a00yieBaHUSIMU U ObLT Ha3BaH B-nmuMboTpornHbIM ye-
noevyeckuMm Bupycom (HBLV) [1]. BriocnenctBuu Bbi-
SICHWJIOCh, YTO 3TOT BUPYC — TePHETUYECKUN U UMEET
CPOACTBO He TOJILKO K B-, HO 1 K T-nmuMdoruram. B cBs-
31 C YEM ero NeperuMeHOoBaIl B BUPYC reprieca yeaoBeka
6-ro tuma (moacemelictBo Betaherpesvirinae poma Ro-
seolovirus) [2]. B 1988 1. ToT ke Bupyc ObUT OOHaApyXeH
B KpOBMU JIeTeli ¢ BHe3aITHOU 3K3aHTeMoit [3]. Ha ceron-
Hs omucaHo aBa BapuaHTa Bupyca: BIY6A n BI'Y6B,
HACTOJbKO 3HAYMMO OTJIMYABIIMXCS JAPYr OT Jpyra
MO0 OMOJIOTUYECKUM CBOMCTBAM M T€HOMHBIM TTOCIIENO0-
BaTeJbHOCTSIM, UTO B 2012 T. OHU ObUIM KJTacCU(UIIU-
pPOBaHBI KaK JIBa CaMOCTOSITEIbHBIX TaKCOHOMUYECKUX
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tnma [4]. YcTtaHOBIEHO, YTO TTOJABIISIONIEe OOJBIIMH-
CTBO PETUCTPUPYEMbIX 3a00JIeBaHMI aCCOLMUPOBAHO
¢ BI'46B [5]. Tlo maHHBIM cTaTUCTHKH, OT 72 no 95%
HaceJieHus ceporno3uTuBHO K BIY6B [6]. BoabmmHCTBO
HOBOPOXIIEHHBIX JIeTeil UMEIOT MaTepUHCKUE aHTUTea,
TUTP KOTOPBIX CHIIKaeTcs udepe3 5—6 mec. B TeueHwme
MepBbIX 2—3 JIeT XU3HU MPaKTUIECKN BCe AETU MHGpU-
mupytotrcst BI'Y6 n opMupyioT coOCTBEHHBIN, amarn-
TUBHBbIT UMMYHUTET. Hanbosnee akTMBEH 3TOT Mpoliecc
(1o ToKazaTeNsiM CepOKOHBEpPCHM) Y JeTell B BO3pacTe
6—12 mec [5].

TlepBuuHas nHGEKIMS TIPOSBASIETCS Y AeTelt OOBIYHO
B (hopMe erezanHoll IK3aHmMeMbl N AUXOPAOKU VIIN TIPOTE-
Kaet namenmuo. Kak u npyrue reprneTruyeckue BUPYCHI,
BT'U6 He snuMUHUpYeTCS U3 OpTaHU3Ma M TTOXU3HEHHO
COXpaHsieTcsl B MOHOHYKJIeapax KpoBu [7]. Beigenenue
BIT'Y6 13 06pa3ioB CIIOHBI YKa3bIBaeT Ha TO, YTO BUPYC
HaXOMMUTCSI TaKXKe B KJIETKAX MapeHXUMbI CIIFOHHBIX XKe-
Jie3 U UX BBIBOJHBIX TPOTOKOB [8]. MHbpeKiuss MoxeT
peakTUBUPOBAThCS (HArpuMep, y JIWL, T[OJydYalolmx
MMMYHOCYMPECCUBHYIO Teparnuio W/WIK TIepeHeCIInX
TPaHCIJIAHTALIMIO TEMOITIO3TUYECKUX KJIETOK) M CIO-
CcOOCTBOBaTh Pa3BUTUIO KIMHUYECKU MaHU(ECTHBIX
¢dopm 3aboneBaHus (UIMTENIbHAS JMXOpaakKa, dHIeda-
nut, mHeBMoHMSs) [9]. Tak, 1Mo maHHBIM JUTEpaTyphl,
peakTuBanus XxpoHudeckoir BI'Y6B-uHdekmm peru-
ctpupyetcs y 30% pelunmueHTOB KOCTHOTO MO3Ta U CO-
MPOBOXIACTCS TIPU 3TOM JJIMTeJbHON Bupemueit [10].
PeakTuBaiysi MoOXeT TIPOBOLIMPOBATHCS HEKOTOPBIMU
JIEKapCTBEHHBIMU CpeACTBaMM (aMOKCULIMJIJIMH, BAaHKO-
MUIIAH, TabanieHTHH, JaricOH, KapbaMma3eIuH, ¢peHobap-
outan, udyrnpodeH, auIoONypuHOJI, JeKCaMeTa30H, KO-
TpumMokcaszon) [11—-16].
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DNUAEMUONIOTUS U KIMHUYECKUE TIPOSIBJICHUSI WH-
ek BTY6A cpaBHHUTETLHO Majlo M3Yy4YeHBI, U €ro
poJb B TATOJIOTMM 4YeJIOBeKa /10 HACTOSIIIETO BPEeMEHU
He oueHb MOHATHA. [IpearmonaraeTcs, 4TO OH SIBJISIETCS
HEMPOTPOITHBIM BUPYCOM, TTOCKOJIBKY YaCTO BBIIEISETCS
OT OOJIBHBIX C IEeMUETMHU3UPYIOIIUMU 3a001eBaHUSIMU
HEPBHOI cUcTeMBI (paccestHHbIN ckiiepos) [17].

Besnecymmit xapaktep BI'U6 n crmocoGHOCTh BBI3BI-
BaTh CYOKJIMHUYEeCKUE (PopMbl 3a00J1€BaHUSI OTIPEIETSIOT
TPYAHOCTU NMATHOCTUKMU 3Toil uHpekuuu. Eme Oonee
YCIIOXXHSIET CUTyaluio xapaktepHoe mist BIU6 cocro-
STHUE XPOMOCOMHOW MHTerpauuu, omnvcaHHoe B 1993 .
M. Luppi u coaBt. [18]. DT mcciaemoBaTeM BIEPBHIC
obHapyxwm reHoM BI'Y6, materpuposanubii B JITHK
MOHOHYKJIEAPHBIX KJIETOK TepudepuyeckKoil KpOBH.
B Hacrosmiee BpeMsT ycTaHOBIIEHO, YTO OKojio 1% Hace-
JIEHWS UMeeT TaK Ha3bIBaeMbIii XPOMOCOMHO-MHTETpH-
poBaHHbIN BapuaHT BI'Y6-undexkuun (XWU-BI'Y6) [19].
CripaBeUIMBOCTU paay CJenyeT OTMETUThb, UTO pacipo-
CTPaHEHHOCTh WHTETPALIMU TIPU APYTUX TepIIeTUIeCKUX
MHGEKINSIX 3HAYUTETbHO HITKE.

IIpu octpoit ¢popme MHGEKIIMKM T€HOM BHpyca Cy-
IIeCTBYeT B Tpex ¢opmax: KojblieBoi (T.e. B cOCTaBe
BUpPHOHA), B BUIE SMHMCOMBI (B siApe) U KOHKATEMEPOB
(muueitnbix ¢opm JIHK), oGpasyrworiuxcss B mpoiiecce
perutukanuu Bo3oyaurenst [19, 20]. Tlpu BcTpamBaHuM
B XPOMOCOMY YeJIoBeKa KOJblEBOW (OPMBI M BIHUCO-
MBI BUPYC TepsieT 4acTh TeHOMa M COOTBETCTBEHHO CITO-
coOHOCTh K nmanbHeimeit perumkamuu [19, 20]. Tonbko
CBSI3BIBAHME XPOMOCOMBI C KOHKATeMepOM TPUBOAUT
K TPUCOEIUHEHUIO TMOJHOLIEHHOTO BUPYCHOTO TE€HO-
Ma, crocobHoro K permkanuu. O6a Bupyca, BIY6A
n BI'Y6B, cnocoOHBI MHTETPUPOBATBCS B XPOMOCO-
MbI [20]. OcoOEHHOCTBIO 3TUX BUPYCOB SIBJISIETCSI CITOCO0-
HOCTb MHTETPAllX B TAMETHI, YTO TTPUBOIUT K BEPTUKAITb-
Hoii epemaue XM-BI'Y6 [20]. Jluna ¢ XU-BT'Y6 nmeror
TEHOM BHpYyCa B KaXIOW 3apONbIIIeBON KJIETKE CBOETO
Tesa. DTo onpeaensieT BICOKUit ypoBeHb BupycHoit JJTHK
B KPOBU M TKaHSIX Y JaHHBIX MAllMEHTOB JaXe B OTCYT-
ctBre nH@exmu. Jlnua ¢ XU-BI'Y6 nmeroT mocTosTHHBIE
Boicokre 3HaueHus JJHK-TILP (monumepasnast nenHast
peaxiius), MpeBHIIaoNIe TaKOBble Y OOJBHBIX OCTPOIA
nHbpekuueii [21]. TTomospenue Ha XM-BI'Y6 Bo3HuMKaerT,
ecim B ITLP onpenenserca JJHK Bupyca 6onee 5+ 10° ko-
nuii B 1 MJT LIeTbHOM KpoBH, 6osee 3,5 ¢ 10°konuit B 1 M
CBIBOPOTKM KpoBU min Gosee 4 ¢ 10° xonuii B 1 MJT JIUK-
Bopa [20, 22]. O6Hapyxenne JJHK BI'Y6 B BomocsaHbIX
donnukynax uam Hortsax nonrsepxknaer XM-BI'Y [20].
B HacTosiiiee Bpemsi HET OJHO3HAYHOTIO OTBETa Ha BO-
npoc o 3HaueHnn XHM-BIY6 mns 3m0poBbst 4esioBeKa.
EnuHuuHbie ucciaenoBaHus MoOKa3ajld BO3MOXHOCTb aK-
TUBALIMU BUpyca MPU WHMEKIUSIX, TIpUeMe JIeKapCTBeH-
HBIX CPEACTB, CYNepMHOEKINH 3SK30TEHHBIM BHUPYCOM
y nauueHToB ¢ XM-BI'Y6. Het kakux-1160 TOCTOBEPHBIX
JIAHHBIX O Pa3BUTUU T€HETUYECKUX aHOMAJIMI WU ayTo-
MMMYHHBIX 3a00JIeBaHUI, WHIYIIMpoBaHHBIX XM -BI'Y6,
OTHAKO TEOPETUUYECKN OHU BO3MOXHEI [20].
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Dmuaemuosiorusa. OCHOBHON MeXaHU3M Tiepeaadn MH-
ek — BO3AYIIHO-KaIeIbHbI. BO3MOXHBI MTOIOBOI
U TIepUHATAIBHBIN ITyTH. B HacTosIIee BpeMsT ycTaHOBJIe-
HO, 4TO B 86% clly4aeB BepTUKAIBHOTO 3apaskeHUS BUPYC
nepenaercsa B ¢popme XM-BI'U6 u 3HaUnTENHHO peke —
TpaHCIIalleHTapHoO, BHe uHTerpaiuu [23]. B mocieagHem
clydae BO3MOXKHBI CaMOTTPOU3BOJIbHBIE BRIKUABIIIN, BO-
NIHKA TJI0Aa U HEOHATaJbHBINA renatut [24—26]. Okoiio
1% Bcex >KMBBIX HOBOPOXIEHHBIX TTEPEHOCST BPOXKICH-
Hyto BI'U6-uHdekmo B cyokmmHnueckoit hopme [27].
IMepcucrenunst BIY6 B KiteTKax KpOBU 310POBBIX JTIOAEH
SIBJISIETCSI BaKHBIM (DaKTOpPOM pHCKa Tepemauyd BUpyca
MpU TIepeIMBAHUM KPOBU U €€ KOMITOHEHTOB, TpaHC-
IUTAHTALIMY OPraHOB U TKaHei [26, 28].

Hns BI'Y6-nndexuuy xapakTepHa cIiopagddeckast
3a0oJieBaeMOCTh. OTHAKO BO3MOXHBI M BCIIBIIIKKA 3TOTO
3a0o0JieBaHMSI B JETCKUX KosutektuBax [29]. Cropanm-
YecKue CIydyad perMCTpUPYIOTCS B TeUeHMe BCETo Toja,
TPYMIIOBbIE — B XOJIOTHBIN CE30H.

Knunanyeckue mnposiiaenusa. [lposiemenust BIY6-un-
(ex1mu BapbupyIoT B 3aBUCUMOCTH OT BO3PacTa M COCTO-
STHAST UMMYHHOI cucTeMbl peberka [16]. Knuaudecku
BbIpaXXeHHasl TIepBUYHAsT WHMEKIUS pPeTUCTPUPYETCS
npuMepHO y 93% 6ombHBIX [30]. CpenHuii MTHKYOAIIMOH-
HbIl iepros nmpoaoskaercs 9—10 guei [31].

Kriaccuyecknum TiposiBIeHUEM TIEPBUYHON WH(GEK-
LIUU y IeTel SIBJISIETCSI 6He3anHas sx3anmema (exanthema
subitum, mecrast 601e3Hb, Aerckast poseona) [32]. Coirb,
MO JAHHBIM pa3HBIX MCCIEIOBAaHUI, oTMevyaeTcsd B 21—
80% ciyuaes 3a6os1eBanus |5, 33]. BHe3amHast aKk3aHTeMa
SIBJISIETCS1 OOJIE3HBIO JIeTei MIalIllIero Bo3pacra, ¢ MMKOM
B 7—13 Mec Xu3Hu. 3a001€BaeMOCTh MAJTbUMKOB U JI€BO-
yeKk oAuMHaKoBa. bojie3Hb HauUMHAETCsl OCTPO C TOsIBJIe-
Hus ¢GebpuiabHoil auxopanku (1o 39—41°C) u Hepenko
COTPOBOXAAETCS CYIOPOTaMU, PUHUTOM, peke KalllleM,
nuapeeit. Yepes 3—5 mHeil TemmepaTypa KpUTUYECKHU
cHmKaeTrcs. HakaHyHe niii BcKope mociie ee HopMaausa-
LIVU TIOSIBJISIETCS TISTHUCTAsT MW TIITHUCTO-TIAITyJIe3HasT
ChIMb, 2—3 MM B AIUaMETpe, Ha TYJOBMIIE, 1Iee U BepX-
HUX KOHEYHOCTSX. Horm m JUIO OOGBIYHO CBOOOMHBI
OT CHITTY WJTW KOJIMYECTBO ¢ He3HAYNTEIbHO. DK3aHTeMa
COXpaHSIeTCsl OT HECKOJIbKMX YacoB JI0 2 CYT W UCYe3aeT
6e3 TTOCIIEeAYIONIETO IIeyIIeHUs U murMeHTauu. MHo-
IJ1a TTOSIBJISTIOTCSI BE3UKYJIE3HbIE 3JIEMEHTHI ChITTU. Y psiia
JeTell oTMeJaeTcsl yMepeHHass THIEpPeMUsT CIU3UCTBIX
POTOTJIOTKY, YBeJIMYEHNE IEWHBIX U 3aThIJIOYHBIX JIMM-
daTtnuecknx y3noB. B o0mieM aHanmse KpoBu B 1-€ cyT
3200J1eBaHUSI MOXKET OTMEUaThCsl JIEMKOILNUTO3, OBICTPO
CMEHSIIONIUIACS JIEUKOMEHUEN C OTHOCUTEIBbHBIM JIAM-
(OLMTO30M U MOHOLIMTO30M.

Jluxopadounas ¢hopma 06e€3 ChHITIA Yalle OTMevaeT-
¢y meteit crapmie 6 mec. MccnmemoBaHusT TOKa3alu,
yto okojio 10% nmereii, TOCTUTAIM3UPOBAHHBIX MO TTO-
BOMY JIUXOPAAKH, MepeHOCAT TepBuuHyio BI'Y6-uHbpek-
muto [5]. Yacrora gebpusbubix cydopoe y nereii ¢ ocTpoi
BTY6 nHdekmeir, mo JTaHHBIM Pa3HBIX UCCIIeAOBaTeNeH,
JI0CTaTOYHO OosIbiast u Kosebsercst oT 4 no 41% [34, 35].
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B psine cnydaeB 3abojieBaHME TTPOTEKAaeT BOBce Oe3 Jiv-
xopanku. Hepenko y pereit 3abojieBaHME TIPOSIBIISIETCS
HecreM(pUIEeCKUMU CUMIITOMaMM, TAKUMUM Kak oOliee
0OeCIoKOMCTBO, pUHOpEsI, KallleJb, Iuapesi, pBoTa, KaTa-
paJIbHBII OTUT, KOHBIOHKTUBUT, SHAHTEMAa Ha CIIM3UCTOM
MSITKOTO Heba M s3bluka (msiTHa Harasma), BeIOyxaHue
GoJbIIOT0 pomHWYKa, muypust [32, 36]. Yacteie cum-
MTOMBI TIEPBUYHON MHMEKINN — OeCIMOKONCTBO, PU-
HOpesT M JIMXopajKa, peructpupytomuecs y 69,65 n 57%
nauueHToB cooTBeTcTBeHHO [30]. TlosiBneHue TSIXKenbIx
KJIMHWYECKUX (opM (TernaTuT, MUOKApAUT, dHLIehATNT)
oTMevaeTcst ipu couetaHnu BI'YU6 ¢ mpyrumu Bupycamu
WIN y TIAIIMEHTOB ¢ UMMYyHoaeduuutom [37].

Duuegarum (MeHuHe0HUeparum) pa3IuIHON CTere-
HU BBIPAXXEHHOCTM MOXKET BO3HUMKATh KaK OCJIOXHEHHE
OIMCaHHBIX Bbillle (popM 3abo0JieBaHUSI WU B KayecTBE
OCHOBHOTO TIPOSIBJIEHUSI MH(MEKINU (CaMOCTOSITEIbHOM
¢dopmbl) y ummyHonedumtHbix auil [38, 39]. Hepenko
XapakTep MOPaKeHUsT MO3ra OMMCHIBACTCS KaK TSIKEJIbIit
MaH?HI1Ie(ATUT WIM OYaroBbIli HEKPOTUYECKUI SHIIeDa-
st [40]. C BI'Y6-uHbeKImel CBI3bIBAIOT TAKKE Pa3BU-
THEe MeAUaIbHOU BrUcouHo smmtenicuu [41]. Tlatorenes
MopakeHusi BUPYCOM HEPBHOI CHUCTEMbl M3yuyeH HEI0-
cratouHo. [lpeamonaraiTcsi Kak MpsiMoe NEMCTBUE BU-
pyca, TaK 1 UMMYHOOTIOCPEIOBaHHbIE MeXaHU3MbI [42].

Peokue ¢opmei. UHorma octpast uHbEKIMs TPUBOIUT
K THEBMOHWN, MOHOHYKJIEO30MOJ00HOMY CHUHIPOMY,
MUOKapIUTY, TPOMOOIIUTOIIEHUUECKOU TypIiype, po3eo-
JIE3HO-TIAMYJIE3HOM 3K3aHTEeME T10 TUITY «IIepUaToOK U HO-
CKOB», MarnyJje3HoMy akpoiaepMatuty (cuHapom Jlxa-
Hortu—Kpoctn), nypnype [43—47]. ¥ neteit paHHero
Bo3pacrta, repeHecnx BI'Y6-uHbeKIM0, perucTpupo-
BaJIM pa3BuUTHe cuHApoma [uitena—bappe [48], mopaxe-
HUe nuieBoro Hepsa [49]. YCTaHOBUTDH 3TMOJIOTMYECKYIO
poib BI'Y6 mpy mepeyncIeHHBIX COCTOSTHUSX HETTPOCTO,
MOCKOJIBKY BUPYC MOXET aKTUBHUPOBATHCSI BTOPUYHO
MPU psifie OCTPBIX 3a00J1€BaHUIA.

B GonbimHcTBe citydaeB nepBudHasi BI'Y6-uHbek-
U1 Y UMMYHOKOMTIETEHTHBIX MAIllUEHTOB MPEACTABISIET
coboit 10OpoKayecTBEeHHOe, CaMOOTrpaHUYMBAIOIIEECs
3a00JieBaHKME, 3aKaHUMBAIOIIEECS CITOHTAHHBIM BBI3IO-
POBJICHUEM.

JImarnoctuka. Kputepum mabGopaTopHOro  ITOI-
TBepxkneHus: BI'Y6-mHdeKIMM 10 HACTOSIIETO BpeMe-
HU HEJO0CTAaTOYHO pa3pabOTaHbl, OTCYTCTBYET «30JI0TOI»
CTaHAApT OUArHOCTUKU. B ciydasx pa3BUTHUST TUTTMYHOMN
BHE3aITHOM 3K3aHTEeMBI y JeTell TPYIHOro BO3pacTa 3a-
pYOEXXHBIE aBTOPBI MpearaloT OrpaHUYUTbCS KIMHU-
YeCKUMHU KPUTEPUSIMU TuarHocTuki [16]. [pu pazButum
TsKenbIx (opM (3HUEGATNUT, MTHEBMOHUSI) U B COMHU-
TEJBbHBIX CllydassX HeoOXonMMO OOHapyXeHUe BUpPY-
ca B JIUKBOpPE, MOKpOTEe, OMOMTaTaXx roJIOBHOTO MO3ra
VUTK JIeTOYHOI TKaHu [10].

BI'U6 moxeT KylnsTMBMpPOBATHLCS Ha MOHOHYKIIEap-
HBIX KJIeTKaX. MOHOKJIOHaJIbHbIE aHTUTea K Crielnu-
yeckuM BI'Y6A m BI'Y6B anTMreHam, a TakxKe TMOJIU-
KJIoHanbHbIe aHTUTena K U90 6enky BI'U6 mosBossiior

muddepenmmpoath BIY6A n BIY6B u o6HapykuBaTh
unx B TKaHsX [50]. OnHako MCnojib30BaHNE 3TUX METO/IOB
MoKa OrpaHWYEHO X CPAaBHUTEBHOM CIIOKHOCTHIO U JI0-
POTOBU3HOM.

Ceposornyeckne Meronbl. PazpabGoTtaH psin ceposio-
TMYECKUX METOMOB AuardHoctuku BI'Y6-undpexkimm: nm-
MYHOMIIOOPECHEHIIMSI, WMMYHO(MEPMEHTHbBII aHaIu3
(MDA), pamnOMMMYHOJIOTUISCKU aHaTN3, WMMYHO-
npeuunuraius, UMMMyHoOI0T. OHM He auddepeHumnpy-
0T BapuaHTbl BUpYca, U aHTUTEJIa MOTYT IEePeKpPeCcTHO
pearupoBaTh ¢ aHTureHamu BI'Y 7-ro tuma. B moscen-
HEBHOM TpakTHKe OO0bMHO wuctnonb3yercss MDA, Tlo-
CKOJIBKY OOJIBIIMHCTBO JIIoJel cepono3uTuBHbBI K BIU6,
HCCeIOBaHNE TOKHO TIPOBOAUTCS B MAPHBIX CHIBOPOT-
Kax. [IlmarHocTuyeckoe 3Ha4eHME HMMEET YeThIpeXKpaT-
Hoe HapacTtaHnue tutpa IgG [51].

BI'Y6 IgM mosBasItoTCS] B KpOBU OOTBHBIX B TEUCHIUE
4—7 nHew Tiocie 3apakeHusl, U OOHapyxXeHue WX TOf-
TBEpKIAeT MTMArHO3 OCTPOl MHMEKIUM WM peaKkTHBa-
uu. OgHako y OONBIIMHCTBA JIeTell paHHEro BO3pacTa
BbIpaboTKa IgM cHUXeHa U He omnpenessieTcsi U3BecT-
HbIMU criocobamu. BmecTte ¢ TeM okoo 5% 310pOBBIX
B3pOCBIX SIBISIIOTCS [gM-TI03UTUBHBIMU, UTO HE TTO3BO-
JISIET MCMOJIb30BaTh 3TOT TECT JJISI YCTAHOBJICHUSI OKOH-
yarejabHoro auarHosa [10]. Bce 3To ykasbiBaeT Ha cpas-
HUTEJbHO HUBKYI0 CHeUM(MUIHOCTD CEPOJIOTUYECKUX
JMAHHBIX TIPU 3TOM MH(MEKIINH.

Hnst oonapyxenust JTHK BI'Y6 B mmasme KpoBu
W pa3IMYHbIX TKaHSIX pa3padoraHa u ucrosbdyercs [TLP
[52]. WMHTepnperaiiio ee pe3yabraTOB YCIOXHSIET TOT
dakT, yro JIHK Bupyca nepuonnuecku oOHapyKuBaeT-
csl Uy 3M0poBBIX neteid [53]. B ¢Bg3M ¢ mMpokuM pac-
MPOCTpaHEHUEM TEPCUCTEHIIMM BUpyca OOHapyXeHUe
ero B LIEJIbHOU KPOBU U CJIFOHE HE MMEET JOJIKHOTO TH1a-
rHocTUYecKoro 3HaueHus. Mcronb3oBaHue KayecTBEH-
Hoit IILIP orpanuumBaeTcs ciydyassMu CEpOKOHBEPCUU
OT OTPULIATEJIbHBIX 3HAYEHUI K TTOJOXUTEIbHBIM, CBU-
NETETBCTBYIOIIMMU O TiepBUYHOM nHbekuu [50]. Komu-
YeCcTBEHHOE OTpele/ieHUue BUpyca B CHIBOPOTKE, Ta3Me
U CIIMHHOMO3TOBOM XUAKoCcTU ¢ nomoiisto TP sBis-
eTcsl B HacTosilliee BpeMsl HamboJsiee TOCTOBEPHBIM Me-
TOIOM JUArHOCTUKM akTuBHOU BIY6-uHbexkuun [54].
Yposenb JIHK B nukBope y mauueHToB ¢ BI'Y6-sHIIE-
danurom kosebiercs or 600 mo 10° kormmit/mim [10, 55].
B o0Opa3siiax maa3mMbl MallMEHTOB C peakTUBalneil MHpeK-
IIY KOHIIEHTpaILus OObIYHO cocTaBisieT 6onee 10° Ko-
muii/mit [56]. TILP ¢ ucronp3oBaHreM 0OpaTHOM TpaHC-
KpunTasbl Mo3BojisieT auddepeHIMpoBaTh JaTEHTHYIO
MH(PEKIINIO U ee peakTuBaumio [53, 57].

Jleyenne. Yame Bcero BI'Y6-uHdexknus mpeacras-
JIsieT  coboif  caMoorpaHuuuBaroiieecs 3abojieBaHue,
Npu KOTOPOM He TOoKa3zaHa creuududeckas Teparusi.
BoabmmHCTBO neTeil ¢ BHE3aNHOW 3K3aHTEMOW BbI-
3/I0paBJIMBAeT CIIOHTAHHO, 0e3 pa3BUTUSI OCIOXKHEHUI.
Wcnonb3oBaHre TTPOTMBOBUPYCHBIX TpernapaToB MOXET
OBITH ITOKA3aHO TMaIMEeHTaM C TSLKeJbIMU (hopMaMu 3a00-
JIeBaHMSI, B OCHOBHOM MMMYHOAEC(HUIIMTHBIM OOJbHBIM.
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B nacrosiee Bpemst B jgeueHun BIY6-unbexkuum s3¢h-
(beKTUBHOCTH HU OHOTO M3 M3BECTHBIX HA CETOMHST MPO-
TUBOBUPYCHBIX TIpenapaToB He JToKa3aHa. TeM He MeHee
B MCCJIEIOBAHMSIX in Vitro ¢hockapuem, eanuuraosup N yu-
doghosup POJEMOHCTPUPOBAIM AKTUBHOCTb B OTHOIIIE-
Huu BI'Y6 [58]. KnuHuveckue mucciaeaqoBaHus MMOKa3aln
cHmkeHue ypoBHs1 JIHK B chiBOpoTKe KpoBM M JTUKBO-
pe y maumeHToB ¢ BI'Y6-sHuEedanuToM, MOTydaBIIMX
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JieyeHue (ockapHeTOM MW TaHuukKIoBupom [59]. ITo-
9TOMY WCITOJIb30BaHKWE OTUX TIperapatoB B JIeYeHUU
TsoKebIX (opM BIU6-mHbeKIMM MOXeET OBITH PeKO-
MEHIOBAHO MallMeHTaM, B TIEPBYIO o4epelb ¢ UMMYHO-
ne(ULIMTOM, KYPCOBBIM IMMPUMEHEHWEM B TedeHue 21 THS
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Mononucleosis-like syndrome in children
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IIpencrapienbl pe3yabraThl Ha0monenus 88 nereii B Bo3pacre ot 8,5 mec 10 17 jieT, HAXOAMBUIMXCS HA CTANMOHAPHOM JieYeHUN
B Pecny0smkaHcKoii KinHn4eckoii uHgexunonHoii 0oabnune Kazanu B 2015—2016 rr. ¢ inario3oM nH(EKIMOHHOr0 MOHOHYKJIE03a.
PaccMoTpeHbI 0CO0EHHOCTH KJIMHMYECKUX MPOSIBJIEHUI B 32aBUCUMOCTH OT BUPYCHOIi 3THOJIOTHH 3200/1€BAHUS, HCXO/IbI TOCTUTAJIN-
3anuu. IIpoBe/ieHa oneHKa OCHOBHBIX JIA0OPATOPHBIX U3MEHEHHIA.

Karouesvte caosa: demu, unpexyuoHHbLi MOHOHYKAE03, 2epnecaupycol, Inumeina—bapp eupyc, supyc eepneca uenosexka 6-eo muna,
Yumome2anosupyc.
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The paper gives the results of following up 88 children aged 8.5 months to 17 years who were treated at the Republican Clinical Infec-
tious Diseases Hospital in Kazan in 2015—2016 for a diagnosis of infectious mononucleosis. It considers its clinical manifestations

in relation to the etiology of the disease and hospitalization outcomes. Main laboratory changes are assessed.
Keywords: children, infectious mononucleosis, herpesviruses, Epstein—Barr virus, herpes virus type 6, cytomegalovirus.
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Ho omnpeneneHuio BO3, ceroaHss Mbl nepexuBaeM
MaHIEMUIO TEPIIeCBUPYCHBIX MH(PEKINH: MHOULIN-
POBAHHOCTb B3pPOCJIOrO U JNETCKOTO HACEJEHUST pa3iny-
HBIMU 1ITAMMaMU BUPYcOB ceMelicTBa Herpesviridae no-
cturaet 65—-90% [1—6]. [lIupokuit TKaHEBBI TPOITM3M
BUPYCOB, CMIOCOOHOCTb UX K MEPCUCTEHIIMU U JIATEHIIUH,
(opMUpoBaHUE Kak OCTPOit, TaK U XPOHUYECKOI (hopM
nHObEKUH, accoluanus ¢ psSaOM TSKENbIX HeUHGEK-
LIMOHHBIX MPOLECCOB (OHKOJOTrMYecKasi U CepIeYHO-CO-
CyAMCTAasl MaToJIOTUs1) — OCHOBHBbIE MOMEHTbI, KOTOPbIE
OMpeNessIIoT 0C000€ MECTO TepPIECBUPYCHBIX UHMEKIIUT
B CTPYKTYpPE BUPYCHBIX MTpolieccoB uesoseka [1, 2, 7—12].

B cBsI3U ¢ 3TUM CUMNTOMOKOMIUIEKC, MOJYyYUBIIUI
Ha3BaHME MOHOHYKJIE03a, WU MOHOHYKJIE030MOA00HO-
rO CUHAPOMA, SIBJISIETCSI KJIIOYEBBIM B XapaKTEPUCTUKE
Bceli rpynibl repreTnyeckux nHbekuii. OnvucaH oH Obul
JIOCTaTOYHO JaBHO M KJIACCUYECKU XapaKTepU30BajICs
IUTUTENIbHOM JIMXopankoil u auMdbaneHomnarueit. OueHb
4acTO KJIMHUYECKas KapTUHA CHUHIPOMA JOTMOJHSET-
Cs TenaTocIIeHOMEraived (B TOM YHUCJIe TernaTUTOM),
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TOH3WITOGAPUHTUTOM (aHTMHOW) UM JIUMOOMOHOLM-
TO30M KaNWUISIPHOW KPOBU C TTOSIBICHUEM ATUITMYHBIX
MOHOHYKJIEapOB.

IMpakTdeckn Bceraa MOHOHYKIIEO30MOMO0OHBIN CHH-
IIPOM BKJTIOUaeTcs B pasaes nuddepeHInaabHO TnarHo-
CTUKU 0OJIE3HEH C NJTUTENbHON JTUXOPAAKON U/WU JTUM-
danmeHomatueit. IlaTojorust 3Ta B TPaKTUKE JETCKOTO
Bpaya CpaBHUTEJbHO Hepenakas. Bumumo mostomy Ha-
yuHas yxe ¢ 1990 r. HMEeKIMOHHBI MOHOHYKJIE03 CTal
CIIEeLIMAJIbHO YYUTHIBATBCS MEIUIIMHCKON CTATUCTUKOM
B P®. ExeromHo peructpupyercst ot 40 mo 80 ciyya-
eB 3aboneBanust Ha 100000 nacenenus [1, 7]. B 2015 &
B Pecniybnuke TatapcraH 3apernctpupoBaHo 773 ciaydast
3a00sieBaHUsI UMHQEKIIMOHHBIM MOHOHYKJIE030M, 723
U3 KOTOPBIX — y AeTeit. OOIINii ypoBEeHb TOIOBOTO TIPH-
pocTa 3a0051€BaeMOCTH COCTaBUI mout 18%.

MHMeKIMOHHBI MOHOHYKJIEO3 KaK CaMOCTOSITE/b-
Hasl HO30JIOTHUSI — camasi pacrpoCTpaHEHHasl KIMHHUYE-
cKast MaHU(eCTaLS TTePBUYHON MH(PEKIINU, BBI3BAHHBII
Bupycom DmuteitHa (DricraitHa)—bapp [13]. [To naHHBIM
3apyOeXHbBIX MCCIeloBaTesielt, y 1eTeil paHHEro Bo3pac-
Ta TipuMepHO B 60—80% ciyyaeB TiepBUYHAsA DIIIITEN-
Ha—bapp BupycHas wuHpekirs MaHUGbEeCTUpPYeT pexe
U XapaKTepu3yeTcsl aCUMIITOMHON CEPOKOHBEpPCUeil 1100
MpOoTeKaeT B CTepToii, aTunmuHoit popme [1, 14, 15].

ToBopst 0 crneuuduKe perucTpupyemMoro Impolecca,
cienyeT TMpu3HaTh, 4To0 90% MOHOHYKJIE030TOI00HO-
ro CHHApPOMa acCOLUMUPOBAHO C 5 BO3OYIUTEISIMU: DIi-
mTeitHa—bapp BUpycoM, LIMTOMETaJIOBUPYCOM, BUPYCOM
repreca uyejgoBeka 6 tura, BUY u tokcomnasmoii. Tpu
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U3 HUX TPSIMO CBSI3aHbI C TepPIIETUUECKUMU BUPYCAMMU.
MHbpeKUMOoHHBII MOHOHYKJIEO3 MPU 3TUX MHQEKIUIX
MaHU(ECTUPYET HEe TOJBKO MPU MEPBUYHOM MHGUIINPO-
BaHWU, HO U TIPU peaKTUBALIMN XPOHUYECKON MHGMEKINN
[1, 16—18]. OmnpeneireHHOe, XOTS U CPAaBHUTEILHO He-
0O0JIBIIIOE MECTO B CIIEKTpE NMPUYMH CUHAPOMA 3aHUMAIOT
U npyrue 3a0oJieBaHus: afcHOBUPYCHAsT MH(MEKIIMST; XIa-
MMJIMO03; MUKOTUIa3MO3; JUMQOTpaHyJieMaTo3, OCTPbIi
JMM(OOIACTHBIN JIEHKO03; Opylene3; JUcTepro3 (aHTHu-
HO3HO-cenTuyeckass ¢dopma); TyasapeMusi (aHTMHO3HO-
OyOoHHas hopma).

Kak yxe ynomuHanoch, Bupyc DmureitHa—bapp —
caMasl yacras NMpUYMHA WHQEKIIMOHHOTO MOHOHYKJIEO-
32 U «JIAAEp» B 3TUOJIOTUYECKON CTPYKTYype CUHIpOMa
[1, 3, 13]. Bonee Toro, yka3aHHBbIIf BUPYC Ha CETOMHSIII-
HUI IeHb C TIOJIHBIM OCHOBAaHWEM MOXKHO CUMTATh CAMbIM
pacnpocTpaHEHHBIM BO30YIMUTENIEM BUPYCHBIX U BUPY-
CacCOLMMPOBAHHBIX TPOIECCOB — OT BOCIATUTEIbHBIX
0 omyxojeBblx. DopMuUpysT TsKeIble BapUaHTBI OIITOP-
TYHUCTUYECKOW MHGpeKIUUN ((pakTUuecKu MapKUpys UM-
MyHoneduuut), DnmreitHa—bapp BuUpycHas MHOEKIUS
BIIOJIHE CAMOCTOSITEJIbBHO MHIYLIMPYET UMMYHOIETIPECCHUIO
y pebenka. [lepBoHauanbHO BUPYC MH(PULIMPYET HAUBHBIE
B-nmumdonuts [3, 13]. B mocnenytomiem B MHGEKIMOH-
HBII TIPOIIECC aKTUBHO BOBJIEKAIOTCS W JPYTrue KIETKU:
T-mumbounts, NK-knetkun, makpodaru, HeUTpohUIbI,
SMUTENIMOLUTHL cocynoB [13, 19], uto dopmupyer mno-
CTATOYHO <«IeCTPYIO» KIMHUKO-TIATOTEHETUYECKYIO Kap-
TUHY OOJIE3HM C y4JacTHeM OOJIbIIOro 4ucia (pakTopoB
Kak aganTUBHOTO, TaK U BPOXIEHHOTO MMMyHHMTeTa [20].

MpbI MOMBITATUCh OLIEHUTh OCOOEHHOCTH KJIMHUYE-
CKOWl KapTHHBI MOHOHYKJIEO30MOJ00HOTO CHHApPOMa
y OOJIbHBIX, WHMUIUPOBAHHBIX Pa3HBIMUA TUITAMU BU-
pycoB ceMeiictBa Herpesviridae. boiin o6cienoBannr 88
neTeit B Bo3pacTe OT 8,5 mec mo 17 JeT ¢ IMarHo30M MH-
(beKIIMOHHOTO MOHOHYKJI€03a, TOCIUTAIM3UPOBAHHBIX
B Pecrny0iaukaHCKyl0 KIMHUYECKYIO WHOEKIIMOHHYIO
6onpHuIy Kazanu B 2015—2016 rr.

JInarHo3 ycTaHaBIMBAJICS C YYETOM KJIMHUKO-aHaM-
HeCTUYeCKMX JaHHbIX. Bepudukauust stnonoruu 6oses-
HU MIPOBOJMJIACH C MCTIOJIb30BAHUEM MOJUMEPA3HOIA 11eT-
Holt peakuuu u omnpeneineHnem JHK Bmmreitna—bapp
BUpYyca, LIMTOMETaJoBMpYyca, BUpyca reprieca 4eloBeka
6-TO TUTIa B KPOBU U POTOTJIOTKE Y MMMYHO(MEPMEHTHO-
ro aHalin3a — BbIsIBJIeHUE UMMYHOII00y1MHOB (Ig) 1gM

Damkyaauna I'. P. u coaem. MOHOHYKJIEO30TTO0OHbIN CUHIPOM Y JIeTeil

K KarcuaHomy U IgG K paHHUM aHTUTreHaMm DmiTeiHa —
Bbapp Bupyca; IgM k mmuromeranosupycy; IgG K Bupycy
reprieca veigoBeka 6-ro tuma). CratucTmyeckas obpa-
00TKa Ka4YeCTBEHHBIX U KOJUUYECTBEHHBIX MPU3HAKOB UC-
MOJIb30BAJIACh B BUE a0COIOTHBIX 3HAUEHUN U UX MPO-
LIEHTHBIX T0JIEH.

Pe3ynbTartbl M 06CyXaeHue

B Bo3pacTHOM acrekTe caMyl0 MHOTOUHCICHHYIO
TPYIIy OOC/IeIOBaHHBIX COCTaBWJIM JeTH OoT | roma
1o 3 et — 31 (35,1%) nauuent. Cpenu 3a60J1eBIINX TIpe-
o6mamamu Marbank — 52 (59,2%). BonbImmHCTBO TOCTIN-
TaJIM3UPOBAHHBIX OBUTH KUTeNIMU Topona — 83 (93,9%).
Oprann3oBaHHbIe JeTH coctaBuan 49% (43 peGeHka).
CBeleHMSI 0 KOHTaKTaX ¢ MHMEKIIMOHHBIMU OOJbHBIMU
0Ka3aJIuCh Pe3yJbTaTUBHBIMU JIUIIG Y 5 (6,1%) mammeH-
TOB: B 2 ClIy4yasix — KOHTAaKT C OOJIbHBIMU MHQEKIIMOH-
HBIM MOHOHYKJIEO30M B JETCKOM JOIIKOJIBHOM Y4YpesK-
JIEHUM, B 3 clydass — CEMEWHBI KOHTAKT ¢ OOJTbHBIMU
aKTHUBHOI TepIieCBUPYCHOI MH(DEKIIUEN.

OTsroIIeHHBI TTpeMOpOuAHbI (PoH oTMeueH y 31
(34,7%) pe6enka. M3 nux 20 (22,5%) nereit mumenn
B aHaMHe3e ayjieprudeckuii mpouecc; 16 (18,4%) — ya-
cThle 3a00JIeBaHUST ObIXaTeIbHBIX TMyTel. XpOHUYecKas
maronorust JJOP-opranos BeisiBiieHa y 27 (30,6%) mamu-
€HTOB; MMMYHHas TpomobotuToTIeHusT — y 2 (2,3%).

ITpu mocTyrleHUn B cTallMOHAp B AMArHO3¢ Harpa-
BUTEJIBHOTO YUpEeXIeHMUs dYalle (UrypupoBaja aHTUHA
(49%), pexe — WHMEKIIMOHHBII MOHOHYKIEe03 (41%).
BonbmmHcTBO (69%) MalMeHTOB TOCTTUTATU3UPOBANCH
B TICPBYIO HEJIEITIO 3a00JICBaHUA.

Kak n3BecTHO, MH(MEKIIMOHHBIN MOHOHYKJIE03 MaHU -
decTupyeT CUMITOMAaMM WHTOKCHKAIIUW, TOH3WJLUINATA,
mmMdanerHonatuu [3, 13, 19]. B namewm uccienoBaHumn
y 86 (98%) neteit 3aboyieBaHNe HAYAJIOCh C OOIIETOKCH-
YeCKUX MposiBIeHuit; y 68 (77,6%) — B nebioTe mpoliecca
pa3BWIICS TOH3WJUIAT. YBeIMUEeHUE TUM(bOY3JIOB OTMEYe-
HOy 61 (69,4%) pebeHKa; 3aTpyIHEHNE HOCOBOTO JIbIXa-
HUS HabII0IaI0Ch ¢ Havajia 3abojeBanusa y 74 (83,7%).

st onipenieieHrst STUOJIOTUM 3a00JieBaHUST OOJIbHbBIE
00CIeIOBaICh HAa MapKepbl aKTUBHOCTH TePIECBUPYC-
Holt uHdexkuu. Kak BunHo u3 tabda. 1, B criekTpe npu-
YMH TOMUHUpoOBajia dniteiiHa—bapp BUpycHast nHGpeK-
must. Y 38 (43,2%) maluuMeHTOB oTMevanach akTUBHOCTh
JIBYX WJTU JaXKe TpeX TepIreCBUPYCOB.

Tabauya 1. DTHOJIOTHS MOHOHYKJI€03a Y HAO I0AaBIIIXCS 00JbHBIX (1 =88)

KosnuecTBo 60JIbHBIX

Ortronorus aGe. o
ObB 68 77,6
BI'Y6 34 38,6
LIMB 29 33,0
MukcrrepriecBUpyCcHbIE 38 43,2
Hesepudunuposanbl 5 5,7

Ipumeuanue. 3nechb u B Tabi. 2: 9BB — Drmreitna—bapp Bupyc; BI'U6 — Bupyc repreca yeaoseka 6-ro tumna; LIIMB — muromerazosupyc.
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Tabauya 2. KnuHuyeckas KapTHHA B pas3rap 3a00j1eBanus y oocienoBaHubix (n=88), %

CHHIPOM MHTOKCHKALIH 3arpynHeHue A VBenuuenue VBenu- VBenu-

OTUONOTUA  [oBRIIIEHTE CHUXEHHe TIONOBHag  HOCOBOTO HOMHBIH JMbo- YeHue 4yeHue
CTEGETS TOH3UJLTUT
TeMITEpaTyphl AT Giois JIBIXaH WS y3JI0B neyeHu CEJIE3eHKH

ObB 84,0 88,0 72,0 68,0 92,0 80,0 92,0 76,0 72,0
BI'ue 100 91,7 83,3 50,0 41,7 91,7 100 91,7 83,3
1IMB 87,5 75,0 62,5 62,5 50,0 37,5 62,5 75,0 87,5
Mukcr 100 94,7 78,9 92,1 94,7 94,7 94,7 94,7 97,4
Hegepu-
bunupo- 80,0 80,0 0 20,0 40,0 40,0 60,0 60,0 60,0
BaHbI

B pasrap 3aboneBaHMsI KIWMHMYECKUE MPU3HAKA
pa3Iuyainch B 3aBUCHMMOCTH OT 3THOJIOTUU TIpollecca
(ta6un. 2). CoracHO HalllUM MCCJIEIOBAHUSIM, CUHIPOM
MHTOKCHUKALIMU OBUT XapaKTepeH IJIsT CMEIIaHHBIX TepIie-
TUYECKUX TIPOIIECCOB. [HOMHBIN TOH3UJUTUT Yallle BCTpe-
yajcs rnpu uH@eknu, ooycI0BICHHON BUPYCOM Teprieca
6-ro Thma. Takoii CUMIITOM, KaK «3aTpyTHEHHOE HOCOBOE
JIbIXaHWe», JTOMMHUpOBaN Tipu OmmrteitHa—bapp BuU-
pycHoit wHdekmuu. CpaBHUTELHO peXe YBEIMUEeHHE
IEHHOM TPYIIBI TUMQOY3JI0B OTMEUaIoCh MPU ILIMTO-
METaJIOBUPYCHON WHGMEKIUN U HeBepU(UIIMPOBAHHOM
MOHOHYKJIco3e. [TOCTOSTHHBINM TermaToMreHaTbHbIA CHH-
JIPOM 4allle BCTpevaics Mpyu MHOEeKIr, 00yCI0BICHHON
BHPYCOM Teprieca 6-To TUTA, ¥ MUKCT-TepIIeCBUPYCHBIX
MHQEKIIUSIX.

CuHApOM BK3aHTeMbl ObLIT 3apeructpupoBaH y 20
(22,4%) manueHTOB, TIpUYeM y 65% ellie 10 MOCTYILIe-
HUS B cCTallMoHap. [eMaToiornyeckue M3BMeHeH!sI B BUJIE
nefikonmrosa 6osee 15+ 10°/m 6pUTM 0OOHApYXKEHBI y 47
(58%) neteit. JIuMdoIUTO3, TPATULIMOHHO TUITAYHBIN
U XapaKTepHbIN 111 MOHOHYKJIeo3a, HaOmogamun y 13
(15%) 6onbHBIX, a MOHOLIUTO3 — Y 38 (43%). ATMnny-
Hble MOHOHYKJeapbl B KojudecTBe MeHee 10% xiie-
ToK BeIsIBUIN Y 32 (37%) GonbHBIX; B auana3oHe ot 10
10 30% — y 38 (43%). B 1o xxe BpeMst y 18 (20%) marveH-
TOB OHM He oOHapyxxuBaiuch BoBce. Y 11 (13%) obcne-
JIOBAaHHBIX HAOJIIOJAIOCHh CHUKEHUE COAEpKaHUSI TeMO-
JIOOMHA U TPOMOOLIMTOTIEHUSI, YTO (DOPMAIbHO MOKHO
ObIJIO OBl paccMaTpWBaTh KaK OCJIOXHEHUE OCHOBHOTO
3a0oseBaHMs. OHAKO y BCEX 3TUX OOJBbHBIX KOJUUYECTBO
SPUTPOLIUTOB TepUPepUUecKOil KPOBU HE OTIMYATIOCHh
OT HOPMAaJIbHBIX Mokazateieit. ¥ 32 (36%) nmerteii ObuT
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00513aTeTbHOCTh» T€eMaTOJIOTMYECKUX U3MEHEHUI — TI0-
SIBJICHUE ATUTTMYHBIX MOHOHYKJIEApOB MBI HaOIIOdAN
Tombko B 80% ciydaeB. Bce aTo 3acTaBisieT Hac B 60Jb-
el Mepe OPUEHTUPOBAThCS Ha KIWHUYECKHME TaHHbBIE,
He MOXWIASCh PEe3YJBTaTOB MapaKIMHUYECKUX HCCIie-
noBaHuii. [lokazareabHO, YTO TOH3WUIIO(MAPUHTUT, KO-
TOPBII TPAAULIMOHHO TMPWHSATO paccMaTpuBaTh KakK Ba-
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Mpoliecca, yallle BCero MMeeT YUCTO BUPYCHYIO TIPUPOIY
U B Tepaluv aHTUOMOTMKAMU He HyxmaeTcs. CripaBen-
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Oco0eHHOCTH OCTPbIX KHIIEYHbIX HH(EKIIHIi Y AeTell C aTONMHYECKHM JIEPMATHTOM

C.B. Xanuyanuna, B.A. Anoxun

QY BINO «KasaHckuii rocynapCTBeHHbI MeaNUMHCKNIA yHBepcuTeT» M. C.B. Kypawosa MuHsgpasa PP, KazaHb, Poccus
Particularly acute intestinal infections in children with atopic dermatitis. Case-control study.

S.V. Khaliullina, V.A. Anokhin

S.V. Kurashov Kazan State Medical University, Ministry of Health of the Russian Federation, Kazan, Russia

Ienb ucclienoBaHus: ONpeaeTuTh KINHUKO-1a00paToOpHbIe 0COOEHHOCTH OCTPBIX KUIIEYHbIX HH(EKIMIA Y JeTeil, CTPAJAIOMUX aTo-
NHYECKUM IEPMATHTOM.

IIpoBeneHo ucciie0BaHue «CIy4aii—KOHTPOJIb», KOTOPOE BKJIIOYAJI0 HAaOmonenne 3a 144 1eTbMH, rOCIUTAIM3UPOBAHHBIME B HH-
(heKIMOHHBIIi CTAIMOHAP 1O MOBOAY OCTPOi HH(EKIMOHHOI Tuapen. B uccienyemyio rpynny ObLIM 0TOOpaHbI 72 pedeHKa ¢ aTonu-
YeCKHM JI€PMATHTOM, B KOHTPOJIbHYIO rPYIITY BOULTH 72 ManieHTa 0e3 aTonM4ecKoro 1epMaTiTa, CONMOCTABUMBIX MO MOJY, BO3PACTY
M 3THOJIOTUM Pa3BUBLIEICS KNIIeYHO! H(eKmu.

IIpumepHo B 2 pa3a yaiiie, 4eM B KOHTPOJIe, 0CTPasi KMIeYHAs MH(EKIHS y JeTeil ¢ aTONUYeCKUM IEPMATUTOM XaPAKTePHU30BATUCDH
MOpakeHHeM CPeTHUX U HIDKHUX OTIIEJIOB XKeJTyI04Ho-KueyHoro Tpakta — 31,9% (95% AU 21,1—42,7) nporus 15,3% (95% AN
7-23,6) B koutpose (p=0,03). B uccieayemoii rpynmne 10CTOBEPHO Yaine HAOIIOAAMM YACTHIA Kunkuii ctyn — 54,1% (95% AN
42,6—65,6) nporus 33,3% (95% JAU 22,4—43,9) B koutpo.e (p=0,011), 6o;iee nymrenbhyio quapero Me [25%—75%]: 6 [4—7] cyT
u 5 [3—6] cyr coorBercTBenHo; p=0,046). /lo/isi nanMeHTOB ¢ BHICOKO# JMXOPAAKOIi TaKKe ObLIa 0OJIbLIEi B HCCIIEAYeMOil Ipyn-
ne — 15,3% (95% AU 7—23,6) nporus 2,8% (95% AN 1-6,6) p=0,016.

3akmouenne. OcTpbie KMueyHbie MHGEKIUN Y JeTeil ¢ aTONMYeCKHUM IePMATHTOM UMEIOT GoJiee BHIPAXKEHHYI0 KIMHUYECKYI0 CHUM-
NTOMATHKY C NMpPe00/1aJaHueM IHTePOKOIUTHIECKUX (DOPM, BBIPAKEHHBIM U MPOJOJIKUTENIBHBIM TUAPEHbIM CHHAPOMOM, 00bIYHO
CONPOBOXKIAEMbIM BBICOKOI1 JIMXOPAJKOH.

Karoueswte crosa: demu, ocmpble KUulevHovle LIH¢€K?L4LIM, amonu4ecKull 0epMamum, KAUHUYeCcKUe npos6aeHUsl.

Ansa uutupoBanus: XannynnvHa C.B., AHoxuH B.A. OCOBEHHOCTY OCTPbIX KULLEYHbIX UH(EKLNIA y AeTel ¢ aTonu4eckum aepmMatuTom. Poc BeCTH
nepuHaton v neamarp 2016; 61: 5: 136-140. DOI: 10.21508/1027-4065-2016-61-5-136-140

Aim — determine the clinical and laboratory features of acute intestinal infection in children, occurring in conjunction with atopic
dermatitis (AD).

Material and methods. We conducted a study of «case-control», which included observation of 144 children hospitalized in the in-
fectious hospital with a clinic of acute infectious diarrhea in the period from January to December 2012. In the study group were
selected 72 children with atopic dermatitis clinic and acute infectious diarrhea in a couple of which, from the group of patients without
burdened premorbid background were selected 72 «controls» matched by sex, age and etiology developed acute intestinal infection.
The observation time was 512 days, which corresponds to the average length of stay of the child, patients with moderate forms
of acute intestinal infection in the hospital.

Results and discussion. About 2 times more often than in the control, acute intestinal infections in children with atopic dermatitis
lesions were characterized by clinic middle and lower gastrointestinal — 31.9% (CI 21,1-42,7) vs. 15.3% (CI 7-23 6), p=0.03.
A number of bowel movements 6 or more times per day significantly more frequently observed in children with a combination of acute
intestinal infections and atopic dermatitis — 54.1% (CI 42,6—65,6) vs. 33.3% (CI 22,4—43.9) in the control), p=0.011. The duration
of diarrhea was higher in the study group (Med 6 IQR 4—7 days and Med 5 IQR 3—6 days, respectively), p=0.046. The proportion
of patients with high fever was also higher in the study group than in the controls —15.3% (CI 7—23,6) vs. 2,8% (CI 1-6,6), p=0.016.
Conclusion. Acute intestinal infections in children with atopic dermatitis have a more pronounced clinical symptoms, which is char-
acterized by clinic enterocolitis, severity and duration of diarrhea syndrome, usually accompanied by a high fever.

Keywords: children, acute intestinal infections, atopic dermatitis, clinic.

For citation: Khaliullina S.V., Anokhin V.A. Carbocysteines in the current therapy of lung diseases in children. Ros Vestn Perinatol i Pediatr 2016; 61: 5:
136-140(in Russ). DOI: 10.21508/1027-4065-2016-61-5-136-140

Ho MaHHBIM BceMMpHOI aiieprojiornyeckoi op-
rauuzaiun  (WAO-IAACI), pacnpocTpaHEeHHOCTb
ajulepruyeckux OoJjie3Hel B MUpe 3a TOCJeIHUEe Jecs-
TWIEeTUs1 Bo3pocyia B 2 pasza. [lpuMepHO Kaxmbiit Tisi-
THIA YeJIOBEK Ha TUIAaHEeTe CTpaiaeT pasHbIMU (opMaMu
amneprun [1]. OmHuM M3 Hambolee paHHUX B BO3PACT-
HOM acreKTe TIPOSBICHUN 3TOUM IMaTOJOTUM SIBJSIETCS

© KonnekTtne aBTOpOB, 2016

Anpec 1as KoppecnonaeHuuu: XanuyuimHa CetiaHa BUKTOpoBHAa — K.M.H., acc.
kadenpsl nerckux uHbekuuii KazaHCKOro rocyaapcTBEHHOr0 MeAMLIMHCKOTO
YHUBEpCUTETA

AHoxuH Bnanumup AnexkceeBud — 1.M.H., ipod., 3aB. Toi ke Kadenpoii

420012 Ka3zanb, yi1. Byrieposa, x. 49

aTONUYeCKUil 1epMaTuT. B rogasmstonieM OOIbITUHCTBE
clydyaeB OH JIeOIOTHMPYET B MEpBbIe 5 JIeT Xu3Hu. B pas-
HBIX BO3PACTHBIX TPYMIax IoKa3aTesib MPeBaJIeHTHOCTU
kosebsercs ot 6 10 30% [2, 3].

IIpu crTonb BBICOKOI pacmpoCTpaHEHHOCTU aTOTH-
YeCKOro JepMaThTa CoYeTaHWe ero ¢ APYruMHU 3abore-
BaHUSIMM Hen30exXHo. B ¢Bs3m ¢ TeM 4TO HamOONBIINIA
rnoxkasarejb WHIWACHTHOCTU TIPUXOIUTCS Ha JeTei
paHHEro Bo3pacTa, 4Yallle BCEro aTONMUYECKUi TepMaTur,
MO-BUIMMOMY, COUYETAETCSI C OCTPHIMU PECTTMPATOPHBIMU
U OCTPBIMU KUIIEYHBIMU WH(MEKUMSIMU. [[eliCTBUTEb-
HO, MCCIeIOBaHUsI OTEYECTBEHHBIX YUEHbBIX, TTOCBSIIEH-
Hble M3YUYEHUIO CTPYKTYpPbl COMATHMYECKOW IaTOJOTUM,
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COITYTCTBYIOIIIEH OCTPBIM KUIIIEUHBIM MHMEKIUSIM, T0-
Kaszaju, 4To camasl yacrtasi U3 HUX — aJjulepruyeckue 3a-
oosnieBaHust [4]. OHU PEruCTPUPYIOTCS y KaXIOTO Tpe-
TheTO pebeHKa, TOCIMUTAIUM3UPYEMOTO B MH(PEKIIMOHHBII
CTallMoOHAap ¢ KIIMHUKOM KUIIeUHOH MHDeKInM [4].

ATONIMYECKUI NTepMaTUT — XPOHUYECKUI BOCTIAIM-
TEJIbHBIN TIPOIIECC, OIMOCPEAYEMBI B TEPBYIO OYEPENb
JIACPETYJISIIUE UMMYHHON CUCTEMbI, U30BITOUHOM MPO-
IYKIIAeH TNTOKMHOB, HelipoMenrnaTopoB u 1ip. [2—5]. 3a-
OoJieBaHUE SIBJISIETCS] OAHUM U3 ABYX U3BECTHBIX Ha CETO/I-
HSI TUTIOB KOXHBIX TIPOSIBIIEHUI MUIIEBOM ajutepruu [6].
YacroTa nuieBOil CEHCMOWIM3ALUU, WHUILIMUPYIOIIEH
aTOMMYECKUIA JepMaTUT, cocTaBisieT B cpeaHeM 30—80%
[2, 6]. «BanHTepecOBAaHHOCTb» XKETYIOUHO-KHUIIIEIHOTO
TpakTa B JJaHHOM cJliydyae HecOMHeHHa. MccienoBaHusl,
MPOBEJICHHBIE C yYacCTUEM B3POCIBIX OOJBHBIX aTOIMM-
YeCKHUM JIepMaTUTOM, TOKa3alu MOpGhOJIOTHYecKue u3-
MEHEHMSI CJM3UCTON KeJyJTOUYHO-KUILIEYHOTO TpaKTa
pazM4yHON cTeneHu BbIpakeHHOCTH [7]. Kpome Toro,
WMEET MECTO OIlpejieSieHHast OOIIHOCTh «3aIyCKarouInx»
MaTOJOTUYECKHUIA TIPOIIECC MEXaHU3MOB: peub B JJAHHOM
cllyyae WIEeT O CABUTaX B COCTaBe KUILIEYHOW MUKPOOUO-
ThI, MOTEHIIMAJBbHO CIMOCOOCTBYIOIIMX HapylleHuo Oa-
pbepHON (PYHKIIMU KEeTyTOYHO-KMIIIEYHOTO TpakTa. DTO
MOJIOXKEHUE JIEKUT B OCHOBE TaK Ha3bIBAEMON «TUTHE-
HUYECKOU TMMOTE3bl», BKIIOYAIOIIEH TTOHSITUE OPATbHOM
TOJIEPAHTHOCTU, W HapyIIEHUs] KOJOHW3ALMOHHOW pe-
3UCTEHTHOCTH, CITOCOOCTBYIOIIMX TMPOLIECCY B3aUMOJIei-
CTBUSI BO3OYIUTENST C MAKpOOpraHu3moMm [6, 8, 9].

Llenb HacTOSIIIIETO UCCIENOBAHUS: OMPEAETUTh K-
HUKO-JIabOpaTOpHbIe OCOOEHHOCTU OCTPBIX KUIIEYHBIX
nHGEKUUR y aeTeit, TpoTeKarlIuX B COYeTaHUU C aTo-
MUYECKUM JEPMATUTOM.

XapaktepucTtuka peteu U MeToAbl UCCNeAoBaHNSA

[TpoBeneHo ucciaenoBaHue «Ciaydali—KOHTPOJb», KO-
TOpoe BKIIo4asio HabmoneHue 3a 144 neTbMM, rocrnuTa-
JIN3UPOBAHHBIMU B MHMEKIIMOHHBIN CTAllMOHAP O TI0-
BOZY OCTpOIf MH(MEKIIMOHHON IUapeyn B TIEPUO C STHBApPSI
no nexkabpp 2012 . UCTOYHUKOM aHaIM3MpyeMbIX JaH-
HBIX CIOYXWIM MEIUIIMHCKAE KapThl CTAllMOHAPHOTO
oosbHOTO (0.003/y).

W3 uncna Bcex TOCTTUTAIM3UPOBAHHBIX OBLITN BBIIE-
JIEHBI IE€TU 0e3 KaKoN-1100 COMyTCTBYIOUIEH MaTOIOTMU
(OCTpOil U XPOHUYECKOIW) Ha MOMEHT HACTOSIIEro 3a-
6oneBanust — 960 (42,5%) /2260 (95% OU 40,5—44,5)
U IETH ¢ aJieprudeckoit maronorueit — 207 (9,2%) /2260
95% ON 8—10,4). N3 maumMeHTOB TOCAEIHEN TPYIIITHI
BBIAETUIN JIeTEe TOJIBKO C COMYTCTBYIOIIMM aTONMUYeC-
KuM nepmatutoM — 72 (3,2%) /2260 (95% AU 2,5-3,9)
U IeTel ¢ pa3IMYHBIMKA BapUaHTaMU TIPOSIBIICHUS aJliep-
TMU B COYETAHWM C IPYTUMM COMATUYECKUMU 3a00seBa-
Husimu — 135 (6%) /2260 (95% AN 5—7%).

JInarHo3  «aTONMWYECKU JepMaTUT»  YIUTHIBAIU
1o naHHbIM opmbl Ne 112/y «cropust pa3Butust pedeH-
Ka». Ha MOMEHT BKITIOUEHHMS B UCCIIeIOBaHUE PETUCTPU-
poBaju CTaaiuilo OO0OCTPEHUs WJIM HETOJHOU peMUCCUU

paccMaTpuUBaeMOTro COMYTCTBYIOIEro 3a00jieBaHUS.
JnarHo3 «aTomuYeckuil 1epMaTUuT» Mbl BbIOpaIu HaMe-
PEHHO, TIOCKOJIBKY 3TO TO3BOJIMJIO JOCTATOYHO OOBEK-
TUBHO (DPUKCHUPOBATH AJIJIEPTUUECKYIO MATOJIOTHIO.

Takum 00pa3oM, BBIOPAaHHBIM KPUTEPUSIM BKIIIO-
YeHUsI COOTBETCTBOBaIM 72 pebeHKa, B IMapy KOTOPHIM
W3 TPYIIMBI TAIMeHTOB 03 OTITOIIeHHOTO MPeMOpOu/I-
Horo ¢doHa OblTM 0TOOpaHbl 72 pebeHKa KOHTPOJIbHOU
TPYIIITbI, COMTOCTABUMBIX T10 TOJTy, BO3pAcTy U 3TUOJIOTUU
pa3BUBIIIEICS OCTpOl KuIlleuHO uHGekuu. [dereit Ha-
Omoganu B cTalMoHape B TedeHMe 5+2 mgHell, 4To co-
OTBETCTBYET CPEIHUM CpPOKaM TOCTUTAINU3alluU JeTei
CO CpeHETSIKEIbIMU (hopMaMM KUIIIEUHON MHMEKINH.

CraTucTUYeCKUI aHaIU3 MPOBOIMIIM C TIOMOIIIBIO T1a-
Keta mporpaMm Statistica 8.0, MicrosoftExcel 2007, oH-
JIaiiH KaJIbKYJISITOpa AJIsl pacyeTa CTaTUCTUYECKUX KpUTe-
pueB (http://medstatistic.ru/calculators.html).

Pe3ynbTaTtbl M 06CyXaeHue

WcxomHble XapaKTepUCTUKKU TAlEHTOB, BKITIOYEH-
HBIX B MCCJIEIOBaHME, TTpeacTaBIeHbl B Tao. 1. [Tockonb-
Ky B MCClIefIoBaHMEe OBUTM BKJTIOYEHBI BCE IETU C aTOMM-
YECKUM JIEPMATUTOM, TOCITUTAIMU3UPOBAHHbBIE B TeUEHUE
roja 1Mo TOBOAY OCTPBIX KMIIEUHBIX WHGMEKINMA, TIpe-
cTaBJIeHHAs! THOJIOTUYECKAask CTPYKTYpa MH(MEKIIMOHHBIX
IUapeil oTpakaeT peabHO CYIIECTBYIOIIYIO CHUTYAIUIO.
PoTtaBupychl SIBISUTUCH TIPUIMHON pa3BUTUS OCTPHIX K-
IIEYHBIX MH(MEKIINH y TeTel ¢ aTONMMYECKUM TIePMaTUTOM
B 33,3% (24/72) cnyyaeB (95% AW 22,4—43,9). Cpenn
BepU(ULIMPOBAHHBIX TPUYWH IUapeil YCIIOBHO-TIATOTeH-
Has (yopa perncrpupoBanach B 15,3% (11/72) ciaydaeB
(95% NN 7-23,6). Yaie Bcero u3 KUIIeIYHNKA OOJTbHBIX
JIeTeil BBIICIISTA TUarHOCTHYECKN 3HAYMMOE KOJIMUECTBO
Klebsiella spp., S.aureus, Enterococcus spp., pexxe — Ps.ae-
ruginosa vi Pr.vulgaris.

CTaTUCTUUYECKN 3HAUYMMBIEC Pa3Iu4usT KIMHUKO-JIa-
GOpaTOPHBIX OCOOEHHOCTEN OCTPHIX KMIIIEUYHBIX MH(pEK-
LU, MpOTEeKaIIMX Ha (POHE aTONMMUECKOTO JepMaTUTa
u 6e3 Hero, TIpUBeNeHbI B Ta0J. 2, 00IIMe XapaKTepruCTU-
K1 MH(PEKIMOHHBIX nuapeil — Ha puc. 1—3. [IpumepHo

BAC 7
DKCHKO3 2 CT.

# 0Kl

*OKU+ATJ

OKcmko3 1 cT.
Tsoxenad gopma §,

Cpennerskenas Gopma
3,9K

T'3K

I3

T T %
0 20 40 60 80 100 120

Puc. 1. KnuHnyeckasi XapaKTepPUCTHKA OCTPbIX KHIIEYHbIX WH-
¢exumii y nereii cpapuuBaembix rpynn (n=144).

I' — ractputnyeckuii Bapuant; I'D — racrposnrepur; I'DK —
racTposHTepokosuT; D, DK — anTeput, snrepokomnt, BAC —
BTOPUYHBIN A€ TOHEMUYECKUI CHHIPOM.

3nech 1 Ha puc. 2 u 3: OKU — octpbie KuimevHbie MHMEKIMN;
At]l — aTonuYeCcKuii IePMATHT.

(Cocmasaeno asmopom)
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Taéﬂuua 1. OcHOBHBIE XAPAKTEPUCTUKHU NAIUEHTOB, BK/IIOYCHHBIX B UCCJICIOBAHUEC

XIll POCCUNCKASI KOH®EPEHLNS «MEQUATPUSI U AETCKASI XUPYPIsi B MPUBOJDKCKOM DELEPAJIbHOM OKPYTE»

KommuecTtBo neteit
YunurteiBaemblit NIpU3HAK a6e. %
KonuyecTBo manneHTOB B TpyIine 72 100
ITon: manbunku 38 52,8
Bospacr:
110 TOa 26 36
1—-2 rona 39 54,2
3—6 yer 4 5,6
7—11 net 3 42
PotaBupycHast uHbeKIs 24 33,3
CanbMoHesie3 2 2,8
Kamnunobakrepnos 2 2,8
OKM, 00ycnoBieHHbIE YCIOBHO-MATOTeHHOM (DJI0poit 11 15,3
Mukct: poraBupyc + YII®D 1 1,4
MuKcT: poraBUpyc + CallbMOHEJLIbI 1 1,4
OKMW HeyTOUHEHHOI 3TUOJOTUM 31 43

IIpumeuanue. OKU — octpast kumeuHast nHbekmst; YI1® — ycinoBHO-TaToreHHas dhiaopa.

Tabauya 2. Knunnyeckue nposiBiieHusi ocTpbix Kumeynbix nudexkumii (OKN) y nereii cpapauBaembix rpynmn (n=72), adc. (%)

KimHnyeckast xapakTeprcTuKa OKHM+AT[ OKH p, OIL (95% AN)!
DHTEPUT, SHTEPOKOJIUT 23 (31,9) 11 (15,3) 0,030, 8,9 (1,1-72,3)
ITupetuyeckas nuxopanka (39,1—41°C) 11 (15,3) 2(2,8) 0,016, 6,3 (1,3—29,6)
PBota 4—10 pa3 3a cyTku 22 (30,6) 35 (48,6) 0,026, 0,5 (0,2—0,9)
Kunkuit ctyn 1o 3 pa3 B CyTK1 12 (16,8) 28 (38,9) 0,002, 0,4 (0,1-0,7)
Kunkuii ctysn 6 u Gojiee pa3 B CyTKU 39 (54,1) 24 (33,3) 0,011, 2,4 (1,2—4,6)
TIpomoKUTeIbHOCTD TUAPEHOro CUHApPoMa, cyT, Me [25%—75%| 6 [4—7] 5[3-6] 0,046

Tpumeuanue. AT]] — aTONMMUECKHii IEPMATUT, p — yPOBEHb 3HaUMMOCTH (x% y* ¢ momnpaskoii Mertca, aBycToponHumit kputepuii dummepa),

OIIl — OTHOIIEHUE LITIAaHCOB.

t BeICOKa (p<0,05) L. #/OKU

tymep ?

t cy6deOprnbHas |

ur

ABC P

Pg > 10 pas/cyt -

PB 4-10 pas/cyT (p<0,05) |
Ps 110 3 pas/cyT L.

“ OKH+AT[

Temoxomur

YC 6 pas i Goree B cyTH (p<0,05)
YC 3-5 pas/eyt 1

YC po 3 pas/eyr (p<0,05) . %

0 10 20 30 40 50 60 70

Puc. 2. OcHOBHbIE TIPOSIBJIEHHUS] OCTPHIX KUIIEYHbIX WHeKImii
y neTeii cpaBHUBaeMbIX rpymm, (n=144).

NTI" — u36pITOuHOE ra3oodpa3osanne; ABC — a6qoMuHATbHBIN
ooneBoii cunapom; P — pora; YC — yacrora cryia.
(Cocmasneno asmopom)

B 2 pasa yaiie, 4eM B KOHTPOJIe, OCTPbIe KUIIIETHbIC NH-
extmm y neteit ¢ aTOMMYSCKUM JEPMaTUTOM XapakTe-
PU30BATNCH TTOPAKCHUEM CPETHUX W HUKHUX OTIEIOB
KEJTYTOYHO-KUIIIeYHOTO Tpakta — y 23 (31,9%) nereit
(95% OUN 21,1-42,7) nporus 11 (15,3%) u3 72 (95% AN

Anevust (p<0,05)
Tlospmmennas CO3
HeiiTpanbHEi cIBHT 7
JleiikonuTo3

JlefikomeHns FH%

u t t t t T 1%
0 10 20 30 40 50 60

Puc. 3. OcoGeHHOCTH 00IIEro aHAM3a KPOBH Yy JeTeil CPABHM-
Baembix rpynm (n=144). (Cocmasaeno asmopom)

7-23,6), p=0,03. D10 MOATBEPXKIACT U OTHOIICHWE TITaH-
coB, paBHoe 8,9 (95% AU 1,1-72,3).

CpeaHssl 4yacToTa 3MU30I0B JKUIKOTO CTyjla OblLla
MPUMEPHO PaBHOM B CpaBHUBAEMBIX TPyMIax (MeIUaHbI
5,5—6 pa3 3a cytku), p=0,919. OnHako ciay4au, Ipu KO-
TOPBIX XUIKWI CTYJ Y TalleHTa PETUCTPUPOBAIN 6 pa3
1 GoJiee 3a CYTKU, JOCTOBEPHO Yallle HaOIIodaIn y AeTei
B MCCIIelyeMOl TpYIIe C COYeTaHHBIM TeueHHeM 00-
ne3nu (p=0,011). ITpoaosKUTENTbHOCTD AUapen TakKxKe
Obl1a OoJbIlIelt B yKazaHHoU Tpyrme (p=0,046). locTo-
BEPHBIX Pa3IMUUii TTO0 CPEeTHUM T0Ka3aTessIM YacTOTHI
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U MIPOIOKUTETLHOCTU PBOTHI B CPaBHUBAEMBIX TPYITITaX
BBISIBJIEHO He Ob1710. PBOTY 4—10 pa3 3a cyTKu yaiiie peru-
CTPUPOBAJIN Y MAIUEHTOB TPYNITBI KOHTPOJIST (p=0,026).

YacToTa pa3BUTHsT 00€3BOKMUBAHNS, BTOPUYHOTO arle-
TOHEMUYECKOTO CUHIPOMa, N30BITOYHOTO ra3000pa3oBa-
HUS U abJOMUHAJIBHOTO 0O0JIEBOTO CHHApPOMA HE MMea
JIOCTOBEPHBIX Pa3IMUUil MEXIy CPABHUBAEMbIMU IPyIINa-
mu. CpenHsisi TemriepaTypa Tejia 1M MPOIOKUTEbHOCTh
JIMXOPaIKU TakKe OBUTM TIPUMEPHO pPaBHBIMU Y JIETeid,
BKJIIOUEHHBIX B UCClIeOBaHue. TeM He MeHee TSl TTalu-
€HTOB C BBICOKOW JTUXOpaaKoi 6bia 66mbmeit (p=0,016)
B HCCJIEYeMOi1 rpy1ire, 4eM B KOHTpoJie (cM. Tab1. 2).

JlabopatopHble TTpU3HAKNU O0aKTepHaIbHOTO BOCTaje-
HUS 4Yallle ObUTH BBISIBIIEHBI B TPYIIe KOHTpos. J1ocTo-
BEpHbBIE pa3Inyusi ObUIM MOJYYEHBI ITPU U3YYEHUU COMIEP-
SKaHMUS TeMOTJIOOMHA Y TTAllMEHTOB CPaBHUBAEMBIX TPYIII.
AHEMUIO CTaTMCTUYECKM 3HAYMMO Yallle PerucTprupoBa-
JIN Y IeTeil KOHTPOJIbHOU rpynmel — y 28 (38,9%) meteii
(95% A 27,6—50,2), mpotus 15 (20,8%) neteit (95% AN
11,4-30,2), p=0,017. LLlaHCHI BBISIBUTH CHUXKEHUE YPOB-
H$I TeMOTJIO0MHA Y IeTei C OCTPOi KUIIIEYHOM MH(pEKIIM-
eif M aTONMMYeCKUM JepMaTUTOM TIOUTH B 2 pa3a HUXe,
yeM 6e3 TakoBoro, OIII 0,4 (95% AU 0,2—0,9).

IMonyyeHHBble HamMu pe3yJabTaThl B 1I€JIOM COBIIA-
aloT C TyOJaMKalusIMU IpYyrux ucciemosareneit. Tax,
J.B. Ycenko (2013) mpu cpaBHEHUM OCOOEHHOCTEH
OCTPBIX KUIIEUHBIX MHOEKIUN y IeTeil ¢ amieproma-
ToJloThel 1 6e3 Hee ToKasaj, YTO COYeTaHHOEe TeYeHME
9TUX 3a00JIeBaHUII XapaKTepusyeTcsl OONbllIel TsiKe-
CTbIO, BBIPAXEHHOCTBIO M JUTUTETBHOCTBIO OCHOBHBIX
KJIMHWYECKUX TposiBiieHnit [4]. HekoTopoe oTiinuue Ha-
WX JAaHHBIX, TO-BUAMMOMY, CBSI3aHO C APYTUM IU3aii-
HOM MCCJIEIOBAHMUSI.

IIpoBeneHHbIE HAMU KCCIIENOBaHUS «CIydail—KOH-
TpOJIb» TIONTBEPIAWIN BIUSIHUE COIYyTCTBYIOIIETO aTo-
MUYECKOTO JepMaTUTa Ha TMPOSBICHUS WH(MEKIMOHHBIX
nuapeit y nereit. OpraHM30BaHHOE 110 KJIACCUYECKUM Ka-
HOHaM HccliefoBaHuE MO3BOJMIIO U30eXKaTh BO3MOXKHBIX
WCKaXEeHUI OOIIel, UTOTOBOW OLIEHKU TIOA BIWUSIHUEM
TaK Ha3bIBaeMbIX KOH(DayHaepoB. Peub B maHHOM ciiydae
HUIET O HEYYTeHHBIX (haKTopaxX, MOTEHIIMATbHO CBSI3aH-
HBIX C M3ydyaeMbIMU 3a00JieBaHUSIMU. YKa3aHHble (ak-
TOPBI ABJISTIOTCS TIPUYMHOM OOJIBITMHCTBA CUCTeMaTHYe-
CKUX OIIMOOK 0TeYeCTBEHHBIX ITyOTMKAIMA Ha 3aTaHHYIO
Temy. bnaromapst BbIOpaHHOMY IM3aifHY MCClIeqOBaHUs
HaM yIaJioch J0Ka3aTh BIWSHUE COMYTCTBYIOIIETO aTO-
MUYECKOTO IepMaTUTa Ha KIIMHUUECKYI0 CUMIITOMATUKY
OCTPBIX MHPEKIIMOHHBIX auapeit. CoueTaHHBIM BapuaHT
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00JIe3HU XapaKTepusyeTcsl IMpeodiamaHueM TOopaXeHUs
CPeTHUX W HWXKHUX OTIEIOB XETyIOYHO-KUIIEYHOTO
TpakTa, BbIPAXXEHHBIM U MTPOJOJIKUTEIbHBIM TUapeiHBIM
CUHIPOMOM, OOBIYHO COMTPOBOKAAEMBIM BBICOKOM JTMXO-
paaKoii.

OueBUIHO, YTO JIeYeHUE TaKOW COUETaHHOM TMaToI0-
TMU JOJKHO BKITIOYATh B ce0s IeKapCTBEHHBIE CPEICTBA,
3¢ dEeKTUBHO BIMSIOLINE Ha 00a 3a001eBaHus. Peub naer
0 TIPUMEHEHUHU MPOOMOTUUYECKUX TIpernapaTtoB. Heobxo-
JVMOCTb BKJTIOUEHUSI MPOOMOTHKOB B TEPAITUIO OCTPHIX
KMUIIEYHBIX MHMEKIMI y neTeil Ha CEeroaHSIIHUN JIeHb
He BbI3bIBaeT coMHeHuii [10]. AGCOMIOTHO AOKa3aHHOM
3¢ GEeKTUBHOCTBIO B JaHHOM ciyvae obnanawoT Lactoba-
cillus rhamnosus GG, Saccharomyces boulardii, Lactobacil-
lus reuterin Lactobacillus acidophilus [10].

B nocnenHue roapl MoOsSIBUIOCH JOCTAaTOYHO MyOIMKa-
LIWiA, KacarolIuxcs JIeYeHUsT MPOOUOTUKAMU JeTei, 00JTb-
HBIX aTonmmueckuM aepMatutom [1, 2, 11—13]. ITokasaHo,
YTO KUIIEYHAst MUKPOMIIOpa MOXKET MOAYJIUPOBATH UMMY-
HOJIOTMYECKHME W BOCIATUTETbHbIE CUCTEMHBIE PEeaKIINK
[11, 12]. CuuTaercs, uTo Ha3HAYeHKE MPOOMOTUKOB B IO-
JOOHOIM CUTyalluu TPUBOIUT K HOPMaJIM3alUM KUIIeY-
Horo Gapbepa, peryjsiMyu BbIOpoca MpOBOCIATUTEIbHBIX
LIMTOKMHOB U T.JA. BhicKazaHO mpeamnosioxeHue, 4to 3¢d-
(EeKTUBHOCTD 3THUX TPEMapaToB CBA3aHA CO CTUMYJISILIVE
Toll-mompo6HbIX perientopoB (TLRs), KoTopble pacro3Ha-
0T MUKPOOHBIE aHTUTEHBI, WJIK MHAaYe — TTaTOTeHaCCOI -
MpOBaHHbIE MOJIEKYIsIpHbIe cTpYKTypbl (PAMPs) [2, 11].
Crumynsiiiusi TLRs pasnuunasivu PAMPs uHaynmpyer
nuddepenpoBky T-kierok, Hopmanusyst Th1/Th2 co-
oTHouIeHue (MpoOuoTHKY TonapisitoT Th2-0TBeT), caBUT
KOTOPOTO SIBJISIETCS BEAYIIUM B MMMYHOITATOTEHE3€e aTo-
nuyeckoro nepmatuta [11, 12]. Kpome Toro, npoduotuku
YMEHBIIAIOT CEKPELINI0 MHTEePIICHKNHA- | 7, BBI3bIBAIOILETO
TKaHeBoe BocrayiieHue [12].

B Tepanmuu atonmmyecKoro JAepMatuTa y JeTeil MmoKa-
3anu ¢Bolo 3¢ deKTuBHOCTDL Lactobacillus rhamnosus GG,
Lactobacillus plantarum, Lactobacillus acidophilus, Lacto-
bacillus paracasei, Lactobacillus fermentum, Lactobacillus
salivarius, Bifidobacterium lactis, Bifidobacterium breve
[1, 11—13]. YuurbiBasi HeraTUBHOE BIIMSIHWE aTOTIHMYEC-
KOTO JepMaTHUTa Ha TeYeHUEe M KIMHWYIECKUE TPOSIBIIEC-
HUST OCTPBIX KUIIEYHBIX MHOEKINI y AeTeil, MOATBEPK-
NEeHHYI0 3(PdEeKTUBHOCT MPOOMOTUKOB TIpU JIEUCHUU
KaK MH(MEKIMOHHBIX AUapeil, TaK U aTOMUYeCKOro JIep-
matuTa [1], X Ha3HAYeHMUE B CUTYallMX COYETAHHOTO Te-
yeHUsI 00oux 3a001eBaHUI TIPEJCTABSIETCS TOCTATOYHO
00OCHOBAHHBIM.
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JucddepennpanbHasg IMarHOCTHKA PeNMIMBUPYIOIEro OPOHXHUTA Yy JAeTeit

HU.U. 3akupos’, A.U. Caguna’, JI.C. Hlacuaxmemosa’
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Differential diagnosis of recurrent bronchitis in children

L1 Zakirov', A.1. Safina’, D.S. Shagiahmetova®

'Kazan State Medical Academy
2Children’s Republican Clinical Hospital Ministry of Health of the Republic of Tatarstan, Kazan, Russia

PeuunuBupyromuii ODOHXUT UMeeT BbICOKHIl Y/Ie/bHbIii BeC B CTPYKTYpe OPOHX0J1erouHoi natosioruu y nereii. Ilesb padoTsi: mpo-
BECTH AHAJIN3 COBPEMEHHOI MEIMIIMHCKOI JIUTEPATYPSI 110 npodieme mu)epeHIHATbHOrO NOUCKA MPHIMH, NPABOISINUX K PeLUIu-
BHPYIOLIEMY PECIHPATOPHOMY CHHAPOMY Y JieTei.

Pe3ynsrarsl. AHaTOMO-(hHU3HOIOTHYECKHE 0COOEHHOCTH PECHUPATOPHOrO TPAKTA, OCJIOKHEHHBIH MPeMoOpOUIHbIil (OH, MOBTOPHOE
uH(pUIMpPoBaHUe pedeHKAa pecnMpaTopHoil MH(peKumeil cnocoOCTBYIOT penuaMBHpYIonieMy Tedyenuio Oponxura. Haubosee yacro
PEUUIUBUPYIOIHI OPOHXUT HOCHT TPAH3UTOPHBIN XapaKTep, MOBTOPHBbIE SMU30/bI OPOHXUTA KYNUPYIOTCS C BO3PACTOM pedeHKa.
PekyppeHTHbIe pecnupaTopHbie HH(EKIMH MOryT 3aKPenuTh THIEPPEAKTHBHOCTH OPOHXOB M MPH HAJNYNU OTATOLIEHHOTO AJLIEPro-
JIOTMYECKOT0 aHAMHE3a MPUBECTH K PA3BUTHIO OPOHXUAIBHOI acTMbl. TsKe0€e TeueHHe OPOHXUTA, Pe3UCTEHTHOCTh K CTAHAAPTHOI
cXxeMe Tepanud, 4acToe PelUIUBHPOBAHME PECHHPATOPHOTO CHHAPOMA TUKTYIOT HEOOXOAMMOCTh PACHIMPEHHS THATHOCTHYECKOTO
MOKCKA [Isl YTOYHEHHsl Beylleii IPUMYMHbI TOBTOPHBIX OpoHXHTOB. 1o MACKOii penianBIpPYIOLIero OPOHXHUTA MOTYT CKPbIBATHCS
TOPOKH Pa3BUTHS, HACJEICTBEHHbIE 00JIE3HN GPOHXO0JIErOYHON CHCTEMbI, HHOPOIHbIE TeJia OPOHXOB, CHHIPOM MHUKDPOACTHMPAINH,
NATOJIOTHSI CEPAEYHO-COCYAMCTON CUCTEMBI.

Karouegvte caosa: demu, peyudusupyrowuii Oponxum, ouacHocmuka, ouggepeHyuanshas ouazHocmuKa.

Ana umtnposanuns: 3akupos U.U., CapuHa A.W., LLlarnaxmeTosa [. C. AngpepeHumansHas AmarHocTuka peunansupyowero 6poHxuTa y feTe.
Poc BecTtH nepuHaton n neavatp 2016; 61: 5: 141-148. DOI: 10.21508/1027-4065-2016-61-5-141-148

The interest of the doctors — pediatricians to recurrent bronchitis is caused by its high specific weight in the structure of bronchopul-
monary pathology in children, the complexity and the need to search the differential selection of an individual regimen and prevention.
Recurrent bronchitis with bronchoobstructive syndromes patient is regarded as a predictor of asthma, however, erroneously consider
these nosological forms as the stages of a single pathophysiological chain as congenital and acquired diseases of respiratory system,
pathology of gastro-intestinal tract, cardio-vascular system can masquerade as recurrent bronchitis. The aim of this work — to ana-
lyze the current medical literature on the problem of differential search causes leading recurrent respiratory syndrome in children.
Materials and methods. The review publications domestic and foreign authors studied data from clinical and epidemiological studies.
Results and its discussion. Anatomical physiological characteristics of the respiratory tract, complicated premorbid background,
the re-infection of the child respiratory infection contribute to the recurrent course of bronchitis. The most common recurrent bron-
chitis is transient, recurrent bronchitis episodes completely stoped with the age of the child. Recurrent respiratory infections can fix
bronchial hyperreactivity and with the presence of aggravated allergic history lead to the development of asthma. Severe bronchitis,
resistance to standard scheme of therapy, the frequent recurrence of respiratory syndrome dictate the need to expand the diagnostic
research to clarify the leading cause of recurrent bronchitis. Conclusion. Recurrent bronchitis is considered as a separate nosological
form. At the same time, by repeated episodes of respiratory infection may be masked by malformations, hereditary diseases of respi-
ratory system, bronchus foreign body microaspiration syndrome, pathology of the cardio-vascular system.

Keywords: children, recurrent bronchitis, diagnostic search.

For citation: Zakirov I.1., Safina A.l., Shagiahmetova D.S. Differential diagnosis of recurrent bronchitis in children. Ros Vestn Perinatol i Pediatr 2016;
61:5: 141-148(in Russ). DOI: 10.21508/1027-4065-2016-61-5-141-148

POHXOJIETOYHAsl MAaTOJOTUsI JETCKOTO BO3pacTa MHO-
roobpasHa M BKJIIOYAeT OCTPbIe U XpOHUUYECKHUE, UH-
(beK1IIMOHHO-BOCTIATUTENIbHBIC U aJlJIepruyeckue 00Je3HU,
BPOXIEHHBbIE W HACJEACTBEHHbIE 3a00J€BaHUS JIETKHUX.
Hexoroprsie Ho300rMYecKre (OpMBI  pecrnupaTopHOi
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TTATOJIOTUW BCTPEUAIOTCS TOCTATOYHO DPEIKO, W3yJYeHUE

WX UMeeT MPUHIMITHAIFHO BaXXHOE 3HAYCHHE JJIST TIPO-

rpecca IyJIbMOHOJIOTUN KaK CaMOCTOSITETbHON KIIMHWYe-

CKOI mUCHMIUTMHEL JIpyrue ¢popMbl, HarlpuMep OPOHXMT,

JOCTaTOYHO YaCTO PETUCTPUPYIOTCS B NETCKOW TIOITYJIsI-

1AW, TIPHOOpeTast MeIMKO-COIUATBHYIO 3HAUUMOCTb.
CormacHo mipuHsTOi B Poccuiickoit ®denepanvn

KTaccuGUKay KIMHUIECKUX (GopM OPOHXOJIETOUHBIX

3abosieBanuii y nereit (2009 r.), Beiaenstor [1]:

* octpslit OpoHxuT (J20.0 — J20.9);

* ocTpblit OpoHxuoaut (J21)

*  peuuauBUpywIIMii 6poHxuT (J40);

» obnutepupytomuit OpoHxuonut (J43);

*  XpoHMYeckuii OpoHxuT (J41).
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B knmuHMUYecKo TTpakTHKe pelMIUBUPYIOIINIT GPOH-
XWUT TIPEACTABIISIET ONpeaeIieHHbIe TPYIHOCTA B IMATHO-
cTuke, JedyeHuu u npodunaktuke. CorjgacHo orpeje-
JIEHUIO, YTBEPKICHHOMY KOOPAWMHAILIMOHHBIM COBETOM
Poccuiickoro pecrniupatopHoro obuectsa (2009 r.), pe-
NUIUBUPYIOMINIA OPOHXHT XapaKTepU3yeTcsl TTOBTOPHBIMM
3TM30JaMH1 OCTPOTO OpoHXUTa 2—3 pas3a u bosee B Teue-
HHUe Tojga Ha (pOoHe OCTPOil pecnupaTOPHOl MH(PEKIINU.
Kputepun I@MarHoCTHKM OCTPOTO 3MHU30[a COOTBETCTBY-
0T KJIWHUYECKUM U PEHTIeHOJOTMYECKUM IMpU3HAKaM
OCTPOTO OpPOHXUTA — KAUHUUecKUe OaHHble: CyOheOprib-
Hasl TeMmrmepaTypa Teja, Kaiiesb, IUdQY3HbIE Ccyxue
1 pa3HOKaJIMOepHbBIE BIaXKHbIE XPUTTBI B JIETKUX; permee-
HoM02UMecKas KapmuHa: U3MEHEeHUe JIEeTOYHOTO PUCYHKA
MPYU OTCYTCTBUM WHGUIBTPATUBHBIX M OYATOBBIX TeHEM
B Jierkux. Bcrpeuaercsi peuuauBUpYIOIIMA OpPOHXMT,
Kak TpaBWJIO, y IeTeil mepBbix 4—35 jieT xXu3Hu [1, 2].

DTHONOTUYSCKUMHU  (paKToOpaMM BIIN30[I0B  pPelu-
JUBUPYIOIIET0 OPOHXMTA TPEUMYILECTBEHHO SIBJISIOT-
csl pecniMpaTopHbIe BUPYCHI (K TIPUMEpY, BUPYC TpUIIITa
WJIM Tlaparpunrma 1-ro u 3- To TUMOB, aleHO- U peclie-
pPaTOPHO-CUHUMTHANIBHBIA BUPYC), XIaMUIUS W MU-
KoIlJla3Ma TTHEBMOHMU, pexke — TaKue OaKTepuaJibHbIe
BO30YIUTEN, KaK ITHEBMOKOKK M TeMOMWIIbHAS TTajI0u-
Kka [3]. CornacHo paHee IPOBEAEHHBIM MHOTOYMCIICH-
HBIM MCCJIEIOBAHUSM, Y IeTeil paHHETO U JOIIKOJBbHOTO
BO3pacTa TMPOBOLMPYIOT pa3BUTHE PELMIUBUPYIONIETO
OpoHXUTA HEOJIArONMpUITHBIE (HAKTOPhl OKpYXKaloIe
Cpenpl: 3arpsi3HeHUEe 3KOJOTUM W BHYTPUKUJIUIITHOTO
BO3MyXa, MACCMBHOE KypeHUe, TUIOXME MaTepuaibHO-
OBITOBBIE YCJIOBUSI, TIOCEIIeHWE METCKUX TOIIKOJbHBIX
VUpPEXKIEHUH W MeCT MacCOBOTO CKOIUJICHMS JTIOAEH
B 3aKpHITHIX MomeleHusx [3—5]. Kpome Toro, obcyx-
JlaeTcs 3HAYMMOCTh TIePUHATAJBHBIX (haKTOPOB, TaKUX
KaK yrpo3a npepbIBaHUsSI OepeMEeHHOCTH, TIPEAIIeCTBYIO-
IIIIe MEPTBOPOXIEHUS, BHYTPUYTPOOHOE MHGUITUPOBA-
HUe U T.1. |3, 4].

IMaTodusnoaornyeckoit OCHOBOI PelUANBUPYIOIIETO
OpOHXUTA SIBJISIETCS HAapyIIeHNe BEHTUJISILIMOHHOM U Ipe-
HaXXHOHW (PyHKIIMIT OPOHXOB 3a CYET aHATOMO-(U3HOJIO-
TMYECKUX OCOOCHHOCTEN Y IeTel: Y30CTh BO3MYXOHOCHBIX
MyTeil, PHIXJIOCTh U TUAPOGUIBHOCTDh CIU3UCTON 000-
JIOYKH OpOHXMATBHOTO AepeBa, €€ CKIOHHOCTb K OTEKY
U TUTIEpCEKPElInM Ha (pOHE BOCTIAIMTEIHLHOTO TMpollecca.
Kpome Toro, y nmeTeil TepBBIX JIET KU3HU WHTEHCUBHO
MIPOUCXOIAT Tpollecchl auddepeHIIMPOBKN OpOHXOJIE-
TOYHBIX CTPYKTYp ¢ (DOpMUpOBaHUEM ad3POreMHUECKOTO
1 OPOHXOBACKYJISIPHOTO OapbhepoB, (hOPMUPYETCS MYKO-
3aJIbHBIE UMMYHMTET, YTO, BEPOSITHO, TOXE OTpPEIesieT
He3alIUIIeHHOCTh PeCIIMpaTOpHOro TpakTa |3, 5].

PaboTamu mocieaHUX JIeT TTOKa3aHO, YTO pecrupa-
TOpPHBIE BHUPYCHI CITOCOOHBI TPOBOIMPOBATH Pa3BUTHE
TPaH3UTOPHOU TUTTEPPEAKTUBHOCTH OPOHXOB B TeUEHME
4—6 Hen OT MOMEHTa Hayasia 3a00JieBaHUs 3a CUET pa3-
JIpaXkeHUsT HEPBHBIX OKOHYAHWI TIOACIU3MCTOTO CJIOS
OPOHXOB TPUYMHHO-3HAYMMBIMU  MHMKPOOpPTaHU3Ma-
Mu. TakuM oOpaszoM, Aaxe TOciie PEeKOHBaJeCLEHIINN
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ot OPBU y nauueHTa Ha mpoTSKEHUU HECKOJbKUX He-

JIeJTb MOTYT OTMEYaThCsl TIPU3HAKU THUIEPPEaKTUBHO-

CTU OPOHXOB M COXpaHSIETCS PHUCK PEUUAMBHPOBAHUS

pecrimpaTopHoTo Tiporiecca. PakropaMu pucKa, TIpe-

pacroylaralolliiMi K BO3HMKHOBEHUIO TUTIEPPEAKTHB-

HOCTU OPOHXOB, SIBJISIIOTCSI: HeOJaronpusTHasi Hacljem-

CTBEHHOCTh MO OPOHXOOOCTPYKTUBHBIM 3a00JIEBAHUSIM,

BO3MOXHBbIE MMMYHOJIOTUYECKHWE aHOMaIuM OOIIEro

M MECTHOTO XapakTepa, 3a00J/ieBaHUSI HEPBHOW CUCTEMBI,

aTOMMYECKUI TTPeMOPOUIHBIN (POH, TUTIEPIIIIACTUIECKHE

W3MEHEHUsI BEPXHMX AbIXaTeJbHBIX IyTel (ameHOUI-

Hble Beretannu). O4aru XpoOHUYECKOW PeCITUpaTOPHOIM

UHGEKIMY MOTYT MPUBOAUTHL K (DOPMUPOBAHUIO OoJiee

CTOMKOI TMIIEpPEeaKTUBHOCTA OPOHXOB |3, 6].

CornacHo onpeaenenuo BO3 (1975 1), obcTpyKiust
NIBIXaTeJIbHBIX TyTe — 3TO «CYXEHUE, WU OKKITIO3US
JIBIXaTeJIbHBIX MyTeil, KOTopast MOXET OBbITh pe3yJIbTATOM
CKOIUIEHUsI MaTepuaja B MPOCBETe, YTOJIIIEHUST CTEHKH,
COKpAIIEeHUsT OPOHXUATBHBIX MBI, YMEHBIICHUS CUIT
peTpakiMu JIETKOTO, pa3pylIeHUs] JbIXaTeIbHbIX MyTei
0e3 COOTBETCTBYIOILIEH TIOTEpPU albBEOSIDHON TKaHU
/WM KOMIIPECCUU JbIxaTedbHbIX nyTei» [7]. Mcxons
U3 BBIIIECKA3aHHOTO MaTO(U3NOJIOTMYECKUMU MEXaHU3-
MaMy pa3BUTHUSI OPOHXOOOCTPYKTUBHOTO CUHAPOMA MO-
TYT BBICTYTNaTh Pa3TNIHbIC IPUYMHBI:

1. Orek, mHGWIETpaIMs OPOHXMANBHOH CTCHKM BOCIIA-
JINTEeJIbHBIMU KJIETKaMU, TUTIEPCEKPELINS CIU3U U Jie-
cKBaMallusi pECHUTYATOTO BIUTEMsI, BeAyIIMe K Ha-
pYLIEHUIO0 MyKOILIMJIMapHOTO KrpeHca [2, 5, 7].

2. Bponxocmasm, pa3BUBAIOLINICA KakK MO JeHCTBUEM
OUOJIOTMYECKN aKTUBHBIX BeIEeCTB, BbIpabaThiBae-
MBIX TIPU aJUIEPTMYECKOM WJIM WH(MEKIMOHHO-BOC-
MaJIMTEILHOM TIpolieccax, TakK U MPU HEMOCPECTBEH-
HOM BO3IECTBUU BUPYCOB Ha HEPBHBIE OKOHYAHUSI
OpOHXMAILHOTO JIepeBa.

3. CreHo3 pecnupaToOpHOrO TpaKTa — IIaTOJIOTHYEC-
KO€ COCTOsIHME, OOYCJIOBJIEHHOE CYXXEHUEM OpoHXa
BPOXXAEHHOTO WJIK TTPUOOPETEHHOTO XapakTepa. Pas-
JINYAIOT BPOXKIECHHBIE W MPUOOPEeTeHHbIe, UCTUHHbBIE
W KOMITPECCMOHHBIE, OpraHWYecKrue U (PYHKIIMO-
HaJIbHBIE CTEHO3bI OPOHXOB. OpraHNYeCcKre CTEHO3bI,
B CBOIO OYepe/ib, PA3Ie/sIiOT Ha TIEPBUYHBIE, CBSI3aH-
HbIe ¢ MOP(OJOTUYECKUMU M3MEHEHUSIMU B camoil
CTeHKe OpOHXOB, M BTOPUYHBIE (KOMITPECCUOHHBIE),
MPU KOTOPBIX MPOCBET BO3MYXOHOCHBIX MTyTE CAABJI-
BaeTcs U3BHE.

4. OOTypauusa OpoHxa BSI3KOW MOKPOTOI, WHOPOIHBIM
TEJIOM, XKEJIYTOYHBIM COINEePKMMBIM, OMYXOJbIO U T.1.
[5,7, 8]

BpoHX00OGCTPYKTUBHBINM CHUHIPOM BO3HUKAET B KaXK-
JIOM KOHKPETHOM CJlyyae B pe3yJibTaTe pa3jiuvHBbIX MaTo-
(usnonornueckux peakuii. K mpumepy, mpyu MTHOPOIHOM
Teje B pecrMpaTOpHOM TpakTe, Hapsiay ¢ oOTypaliuei,
MPUCYTCTBYIOT OPOHXOCTIA3M, OTeK W TUIIePCEeKPELrsl MO-
KPOTBHI.

B kiIMHUMYecKOW MNMpakKTUKe pEelUIUBUPYIOIIUNT
OpPOHXHUT, B TOM YHCJe U C OPOHXOOOCTPYKTHMBHBIM
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3akupos U.U. u coasm. AnddepeHimanbHas I1arHocTuKa peluanBUPYIOIEro OpOHXUTA Y AeTeit

CUHIPOMOM, Haumbosiee yacTto HeoObxonumo nuddepeH-

LIMPOBATH CO CICAYIOIIMMHU 32001 BAHUSIMU:

*  OpoHXMaJTbHas acTMa;

*  00JUTEPUPYIOITNI OPOHXMOJINT;

*  XpOHMYECKUII OPOHXMT;

*  aCTMpalMOHHBIN CUHIPOM;

*  WHOPOMHBIE TeJIa NbIXaTeJIbHBIX TTYyTel 1 MUIIeBOA;

*  BPOXIEHHBIE TOPOKU PA3BUTHS IbIXaTEbHBIX MyTEi;

*  OpOHXOJIETOYHAs AUCTIIA3US;

* HaCJIeACTBEHHbIE 3a001eBaHUS C TTOPaXKeHNUEM OPOH-
XOJIETOYHOTO TpakTa (MYKOBUCIIMIO3, LIMJIMapHAast
NUCKUHE3UST);

*  OITyXOJIW PeCIMPATOPHOTO TPAKTA;

* 3a00JIeBaHUS CEPACIHO-COCYIUCTOM CUCTEMBI BPOXK-
JIEHHOTO WJIM MIPUOOPETEHHOTO XapakTepa (BpOXKIeH-
HBII TIOPOK CepAlla ¢ TUIePTEH3WEN Majoro Kpyra
KpOBOOOpaIlleHus ), TOPOKU Pa3BUTHSI COCY/IOB;

* 3a0oJieBaHUs LIEHTPAJIbHOI U TIepru(epruIecKoil HepB-
HOI CHUCTEM;

*  UMMYHOJEe(UILIUTHBIE COCTOSTHUS C TTOpaXKeHUeM OpOH-
XOJIETOYHOI CUCTEMEI |5, 8].

[Tpu pertuauBupytoiemM OpOHXUTE ¢ OPOHXOOOCTPYK-
TUBHBIMU TIPOSIBJIEHUSIMU, OCOOCHHO Y JeTel C aTomu-
YEeCKUM TIPeMOPOUIHBIM (OHOM, ClieAyeT HMCKIIoYaTh
OpoHxMabHYI0 acTMy. [laHHast mpobJieMa pacKpbIBaeTCsI
BO MHOTHMX Hay4HBIX paboTax, ChopMyTMPOBaHbI HAIINO-
HaJIbHbIe Y MEXIyHapOIHbIe JOKYMEHTBI, OTpaskalolne
npobaembl nuddepeHInaIbHON TMarHOCTUKU, HaOJI0-
neHus u jedeHus |5, 9, 10].

BpoxpaeHHble NOPOKM pa3BUTUS U HAaCNEeACTBEHHbIE
3aboneBaHuUs nerkux

VYuuteiBasi paszHooOpasde TONMWYECKUX, MOPdOJI0-
TMYECKUX TTOpaXKEeHU BPOXIECHHBIX ITOPOKOB Pa3BUTHSI
W HAaCJIEACTBEHHBIX 3a00JIEBAHUI JIETKUX, KIMHUYECKASsT
KapTMHA YacTO MAaCKMUPYETCS PELMIUBUPYIONIUMU WH-
(hexmaMu IbIXaTeJbHBIX TyTeil, TTOBTOPHBIMUA ITHEBMO-
HUSIMU, XPOHUYECKMMU HecTneHUuPuUIecKuMu 3abosieBa-
HUSIMU JIeTKUX |5, 9].

Kaunuueckue OauHvle, nosgoaswowue 3an0003pumo
8p0oNCOeHHbIE 3A001e68aHUsL OPOHXOAC20UHOLL CUCHEMbL:

*  MaHubecTays 3a0071eBaHUS B paHHEM BO3pacTe;

*  3aTSDKHOE, PeUUAMBUpPYIOIEe, XPOHUUECKOE TeUeHUe
BOCTIAJIUTEILHOTO TIpoliecca B OPOHXOJETOYHOM CH-
cTeMe;

*  pEeUMIUBUPYIONINI OOCTPYKTUBHBIN CHHAPOM;

*  CTOMKOCTh (DM3UKATbHON KaPTUHBI B JIETKUX (JIOKATh-
HbIE XpUITbI, OCTabJIcHIE TbIXaHKeE);

*  OJBIIIKA;
* TIpU3HAKW XPOHWYECKOW TUIOKcUM («OapabaHHbIE
MaJlOYKW», <«4ACOBbIE CTEKJa», [MOJOXKUTEIbHBII

cumntoMm [lampoTra — oTcyTCTBHE LIEAU MPU COIO-
CTaBJI€HUM BMECT€ HOITEl MPOTUBOMOJOXHBIX KH-
creit);

* 0JIeMHOCTb KOXHBIX TOKPOBOB, 1IUAHO3;

* OTCTaBaHME B (HU3NUYECKOM PA3BUTHUU;

* BTOpPUYHbBIE HAPYIIEHHUS B CUCTEME MAJIOTO Kpyra Kpo-

BOOOpalleHUs («JIETOUHOe Ceplie», JerouHast Tumep-

TEH3Us);

* nedopMaliys rpyiHOM KJIETKW Y TPYAHOTO OT/esa Mo-
3BOHOYHUKA;

* pe3Koe HapylIeHrue OMOMeXaHUKHU IbIXaHUsI TIPY TIPH-
COeTMHEHUH UHTEPKYPPEHTHBIX MH(MEKIINIA;

* IIyM TPEeHMUS TIJIEBpPHI |5, 9].

Hucmpymenmanvroie memodst 00c1e008aHUs: YIWTbI-
Basi pa3HOOOpa3ue HO30JI0TUYECKUX (hOPM, B TIOCTAHOBKE
JIMarHO3a MOTYT OBbITh MCITOJIb30BaHbI peHTreHorpadust
OpraHOB TPYIHOW KJIETKH, KOMITbIOTepHAass TOMOTpadus
rpynHoit mojoctu (PKT), ¢pubposapuHrorpaxeoOGpoHXxo-
ckomus, 6poHxorpadust, CUMHTUTPAa(pUs JeTKUX, aHTHO-
nyJabMOHOTpadus, SAEKTPOHHO-MUKPOCKOITMYECKOE MC-
clieloBaHe OuornTaTa CIM3UCTON OPOHXOB WJIW TTOJIOCTU
Hoca (IMarHoCcTUKa HWJIMApHON TUCKUHE3UN), OTIpeiesie-
HUE XJIOPUIOB MOTa («30J0TOM» CTAHAAPT JJISI MOCTAHOB-
K1 AMarHosa Mmykosucuuaosa) [11—13].

CornacHo MexnyHapoaHoil Kinaccudukaium 00-
ne3neit (MKB-10), BpoxkneHHbIe TTOPOKU OPOHXOJIEroy-
HOI cucTteMbl BKIoYeHH B Kinacc XVII «BpoxkaeHHble
aHoMaMM (TMOPOKU pa3BUTHS), AedopMallu U XpOMO-
comHble HapymeHus» (Q30 — Q34) [9, 12]. OcHoBHbIE
Ho3oJ0TUYecKre (hOpMbI TIOPOKOB pPa3BUTUSI Tpaxewu,
OPOHXOB, JIETKUX U JIETOYHBIX COCYIOB:

* TIOPOKM, CBSI3aHHBIE C HEIOPa3BUTUEM OpPOHXOJIETOU-
HBIX CTPYKTYp — areHe3usl, aria3us, TUTIOoTIa3ust JieT-
KUX;

* TIOPOKU Pa3BUTHUSI CTEHKHU Tpaxeu U OPOHXOB — pac-
MPOCTpaHEHHBIE TOPOKM PA3BUTHUS CTEHKU Tpaxeu
1 OpOHXOB (TpaxeoOpoHXOMeranus, WIu CHUHAPOM
Mynbe—KyHa; Tpaxeo6poHxoMasiiust; CMHApoM Bu-
nbsiMca—Kemrmnobenia; OpoHxomamsims; OpOHXUOIIK-
TaThyeckasi ampusema);

* OrpaHWYeHHBIE TMOPOKM pa3BUTUS CTEHKU Tpaxeu
1 OpOHXOB (BPOXIEHHBIE CTEHO3bI Tpaxeu; BpPOXK-
NleHHas jjobapHasi aMdusema; TUBEPTUKYIIbI Tpaxeu
1 OPOHXOB; TPAXeOOPOHXOIUIIIEBOIHBIC CBUIIIN);

*  KHCTBI JIETKHX;

* CceKBecTpalus Jerkoro;

» cunaapom KaprareHepa;

* TIOPOKM pa3BUTUSI JIETOUHBIX COCYIOB — areHe3us
W TUTOTUTA3Msl JIETOYHOW apTepuu U ee BeTBeil; ap-
TEPUOBEHO3HBbIE AaHEBPU3MBI M CBUIIU; aHOMaJbHOE
BIaJIeHUE JIETOYHBIX BeH (TPaHCITO3UINS JIETOYHBIX
BEH).

XpoHuyeckue 3aboneBaHns pecnupaTopHOro
TpakTa

XpoHuueckue 3a00yieBaHUsl JIbIXaTeIbHBIX MyTei
Kak OT/AeJbHas Ho3ojorumyeckas ¢dopma y aeteil nua-
THOCTUPYIOTCSI MPU UCKITIOUEHUU NPYrux 3abosieBaHUit,
MPOTEKAIOIIMX C CUHAPOMOM XPOHUYECKOTO Ipollecca
B OpOHXOJIETOUHOI cucTeMe (MyKOBUCLIMIO3, MEePBUY-
Hasl LUJIMapHasl JUCKUHE3Usl, MOPOKU Pa3BUTUSI OPOHXO-
JIETOYHOM CUCTEMBI, IPYrMe XpOHWUYECKUE 3a00JIeBaHUS
nerkux) [1, 9].
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O0mTepupyIoNMii OPOHXHOIUT — TIOJTUITUOIOTUIHOE
XpOHUYECKOe 3a00JIeBaHNE MEJIKUX IbIXaTeTbHBIX TyTe.
Mopdonornueckyo OCHOBY COCTaBJISIET KOHILIEHTpUYE-
CKO€ CY>KeHUe WJTU TOJTHAsT 00 IUuTepalyst pocBeTa OpoH-
XMOJ W apTepuoJl TPU OTCYTCTBUM M3MEHEHUI B alibBe-
OJIIPHBIX XOJIaxX M ajibBeoJiaX, MPUBOASAIINX K Pa3BUTHIO
5MbU3eMbl ¥ HapyIIIEHUIO JIETOYHOTO KpoBoToKa [1, 9].

Kpumepuu duaenocmuxu

Knunuueckue dannvie: ocTpbIii OPOHXUOJUT B aHAMHE -
3e, OJIBIIIKa, MaJOMPOAYKTUBHBIN Kalllelb, (hU3UKaTb-
Hble U3MEHEHUS B JIETKUX B BUIE KPETTUTALIMU U MEJIKO-
ITy3bIpYaTBIX XPUTIOB, CTOMKast HeOOpaTUMast 00CTPYKIIHST
JIbIXaTeJIbHBIX TTYTEH.

Hucmpymenmanshole memodst 06caedo8anus: peHTTe-
Horpadust opraHoB rpyaHoi nojoctu 1 PKT — moza-
WYHOCTD JIETOYHOTO PUCYHKA 3a CYET MHOXKECTBEHHBIX
o0JyiacTeil TMOBBIIIEHHOW MPO3PaYHOCTH W CHUKEHHOM
BaCKyJISIpU3alliM, TPU3HAKKW <«BO3AYITHOW JIOBYIIKW»;
MpU CLHUHTUTPAUM — HapyIlIeHUe JIETOYHOTO KPOBOTO-
ka. CUHIPOM OTHOCTOPOHHErO CBEPXIPO3PAYHOTO JIeT-
Koro (cuHapoM Makieona) TMpeacTaBiseT co0oi JacT-
HBII cTy4dait maHHoro 3aboneBanus [1, 9].

XpoHHYECKHiT OPOHXHT — XPOHMYECKOE PacIpoCcTpa-
HEHHOE BOCMAJIUTETbHOE TOpakeHNe GPOHXOB.

Kpumepuu duaenocmuxu

Kaunuxo-anamnecmuueckue danHble: TIPOTYKTUBHBIN
Kallesib, pa3HOKaTUOepHbIE BIIAXKHbBIE XPUITBI B JIETKHUX
MpU HAJIMYUU He MeHee 2—3 obocTpeHuit 3a00JieBaHUS
B TOJI Ha TIPOTSIKEHUU 2 ¥ OoJiee JIET TMOAPSIIL.

Hucmpymenmanshvie memoodst 06caedo8anus: peHTTe-
Horpadust opraHoB rpyaHoi nojocty u PKT — ycune-
Hue 1 aedopmaiysi GPOHXOJIETOYHOTO PUCyHKa 0e3 Jo-
KaJIbHOTO ITHeBMOCKJIepo3a [1, 9].

CHHIPDOM MUKPOACTHPAIIMM — HapyIlIeHWe aKTa TJI0-
TaHUsI, TPaxXeONUIIEBOIHBIN CBUII, TacTpoa3odare-
aJIbHBINA pedITIOKC SBISTIOTCSI OCHOBHBIMM TTPUYMHAMU
nmaHHoro cuHiapoma [14]. JduckoopamHaums Iipoiecca
TJIOTAaHUST HAOIIOMaeTCsl y HEMOHOIIEHHBIX IeTeil, y ma-
LIMEHTOB C TSKETBIMU MIIEMUYECKU-TUTTOKCUYECKUMU,
TOKCUYECKUMH TIOPAKEHUSIMU LIEHTPAJTbHOM HEPBHOM
CUCTEMBI, HATAIbHOW TPaBMOW IIEHHOTO OTAEIa TTO3BO-
HoyHUKa [15].

Kpumepuu duaenocmuxu

Kaunuxo-anamnecmuueckue Oauuovle: TIOTIEpXUBAHUE,
KalleJb BO BpeMsl KOPMJICHMSI, KJIOKOYYIlee IbIXaHue,
OOWMJIBHBIE CPBITMBAHMS, TOBTOPHBIE OOCTPYKTHUBHBIC
OpPOHXWTHI, THEBMOHMM W AaTelieKTasbl, OyJbbapHbBIe
U 1iceBao0yapbapHbie paccTpoiicTsa [14—16].

Hucmpymenmanshvle memoost 00cA1e008aHUs: DPEHT-
reHorpacusi OpraHOB TPYAHON TOJOCTM — HEPaBHO-
MEpPHOCTb TTHEBMATHM3allMW JIETOYHBIX TOJei, aTe-
JIEKTa3bl B JIETKUX, WH(UILTPATUBHBIE W3MEHEHUS,
SHIOCKOMMYECKOE  MCCIeJOBAaHWE  PECITUPATOPHOTO
TpakTa — OOMJIBHBIN CEKPET B BEPXHUX OTOEIaX JbIXa-
TeTbHBIX TyTeil, pa3audyHble BapMaHTBI JApWHTO-, Tpa-
xeoMaJsiuu; ¢pudpoasodaroractpockonust (OPIAC) —
IJIT  YyTOYHEHUsI TacTpoa3odareaqbHOro pedJiokca,

XIll POCCUNCKASI KOH®EPEHLNS «MEQUATPUSI U AETCKASI XUPYPIsi B MPUBOJDKCKOM DELEPAJIbHOM OKPYTE»

PEHTTeHKOHTPACTHBIE METOMBI MCCIIEIOBAHUS KeJTyI04-

HO-KUIIeYHOTo TpakTa [14—16].

TacTpoasodareanshbiii pedirokc — HENMPOU3BOIbHOE
3a0pachIBaHUE KEIYyIOYHOTO JTUOO KeJTyT0UHO-KHUIIey-
HOTO COEPKMMOTO B MUIIEBOA. BpOHX00OCTPYKTUBHBIN
CUHIPOM TIpU pedIIIoKce peaau3yeTcss IByMsT MeXaHW3-
MaMH: MUKpPOACTUpALMel XeITyIOUHOTO COAEPKUMOTO
W/WU pa3apaxkeHneM pedIeKCOTeHHBIX 30H TUCTAaTbHO-
ro otaesa nuieBona [17—19].

Kpumepuu ouaznocmuxu

Kaunuko-anamnecmuueckue danHvle:

*  pecrnupaTtopHble TIPOSIBICHUs (IJTUTEIBHBIA HOY-
HOI KallleJib, TIOCTOSTHHOE TTOKaIlTMBaHWe, 0COOSH-
HO YTPOM, PEeLUANBUPYIOMINI OGPOHXOOOCTPYKTUB-
HBI CUHIPOM, TTIOBTOPHBIE ITHEBMOHUU, aTeJIeKTa3bl
B JIETKUX, Pa3BUTHE alTHO® W CUHIPOMAa BHE3aITHOM
CMEpPTH);

* abmoMWHAJIbHBIE TPOSBICHUS (TOIIHOTA, PBOTA, UyB-
CTBO OBICTPOTO HACHIIIEHUS W TEpPErTOTHEHUS, TSI-
JKECTb M 0OJIb B OTIUTACTPUHU, CBSI3aHHBIE C TIPUEMOM
MUILIHA, METEOPU3M);

*  OTOPMHOJIAPUHTOJIOTMYECKIE TTPOSIBJICHUS (BOCTIaIe-
HUE HOCOTJIOTKU W TOABSA3BIMHONW MUHIAIWHEI, (ha-
PUHTUT, JIADUHTUT (OCOOEHHO y JeTel TIepBOro rojaa
JKU3HM), SI3BBI, TPAHYJEeMbl M TTOJMITBI TOJOCOBBIX
CKJIalOK, CTEHO3WPOBAHKME TOPTAHU HUXKE TOJOCOBOIL
e, CPEAHUI OTUT, OTAJITHU U Ap.);

* TIopaxkeHHWe 3y004esFOCTHOM cucteMbl (aThl cu3u-
CTO 000JOYKU TOJOCTA pTa, U3MEHEHUsI COCOYKOB
sI3bIKa, XOKEHME SI3bIKA, TMHTUBUTHI, TTAPOJOHTHUTHI,
9PO3UU dMANN);

* KapauvaJibHble HapylleHUs (3arpyIuHHBIE OOJIM, Ha-
pylLIeHUsT pUT™Ma U MpoBoauMocTu) [17—19].
Jlabopamopno-uncmpymernmanvHole mMemodsi 00¢ae00-

BAHUSL:

*  OI'JIC nmo3BoJsET BBISBUTH OTEK W TUTIEPEMUIO CITH-
3UCTOI 000JI0YKU MUILIEBOAA, €€ SPO3UBHO-SI3BEHHbIE
MOpaXkeH s,

* cyrouHas pH-meTpuss — «30JI0TOM» CTaHAApT IHMa-
THOCTHUKM TacTpo33odareasbHOTO pedIriokca;

* PEHTTeHOKOHTpPACTHOE OOC/IeIOBaHUE KETYITOYHO-
KUIIEYHOTO TpaKTa ITO3BOJISIET YTOYHUTH HaIUdune
TPBDKU MMUIIEBOTHOTO OTBEPCTUS, CTPUKTYPHI TTHIIIE-
Boja, 1udpdy3Horo 33odarocrnasma;

* OMEMpa30JIOBbIl TeCT — KYyMUPOBaHWE CUMIITOMOB
ractpoa3odareabHOro pediirokca Ha (QoHe mpuema
O70KaTopa MPOTOHHON moMITbl (3ddeKT ex juvan-
tibus);

*  OCMOTp OTOpPUHOJIApUHTOJIOTa (TP HEOOXOAUMOCTH)
C TIPOBENEHUEM JIAPUHTOTPAXEOCKOIUH, KOHCYJIbTa-
LIWST HEBPOJIOTA JIJIST UCKITIOUEHMST TPABMBI IIIEITHOTO
OTzeNla MMO3BOHOYHUKA, IPYTMX OPTaHUYECKUX TMPU-
yuH HapymeHuit HHC, kortopsie mMoryt mporekarb
MO «<MacKOii» racTpoa3odareaibHOro peIIroKca;

* B KOMITJIEKCHOE 00CIeIOBaHNE MOTYT OBITh BKITIOYEHBI:
peHTreHorpadusi OpraHoOB IPYIHOM MOJIOCTH, CYyTOYHOE
monutopupoBanue DKI, cnmupomerpus u T.a. [17—19].
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HHopoanbie Teja AbIXaTeIbHBIX MyTeil BEIYT K OCTPO
pa3BMBIIEHCS yrpoXkarolieil XNU3HN OOCTPYKIIMU JIbIXa-
TEJIbHBIX ITyTel, MOTYT OOYCJIOBUTH COCTOSTHMS, COTIPO-
BOXKIAIOIIMECS XPOHMYeCKMM KanuieM. [lomapisroliee
GOJIBITMHCTBO OOJIbHBIX ¢ MWHOPOIHBIMU TeJTaMU JIbIXa-
TEJIbHBIX MyTEeH COCTABISIOT HOETH MJIAAIIEr0 BO3pac-
Ta (B OCHOBHOM 110 5 jieT). MHOponHbIe Teaa MOTyT Ha-
XOIOUTBCS B HOCOBBIX XOJaX, TOpTaHU, Tpaxee, OpOHXax,
MOIajaTh B TKaHb JIETKOTO, TUIEBPaIbHYIO MONOCTh. Ecnn
WHOPOMHOE TeJO0 HeOOoJbIlIoe, MPOHUKIO Yepe3 TroJio-
COBYIO 1IeJIb U (PUKCUPOBAIOCH B OTHOM M3 OpOHXOB,
TO IIbIXaHWe CTAHOBMTCSI CBOOOTHBIM U PeOEHOK YCITOKa-
MBaeTCsl, HO COXPAHSIETCS MOCTOSTHHBIN PeCTTMpaTOPHBIIA
CUHIpPOM (KallleJib, OABIIIKA), YTO MOXET UMUTUPOBATh
peuuaInBUPYOIIN OpoHxuT [20].

Kaunuko-anamnecmuueckue dannble: GakT aciupalviu
WHOPOMHOrO Teja, pe3Koe Hayaao 3a0o0JeBaHUsl C MO-
SIBJICHUEM Kalllisl 0e3 TIPeAIIeCTBYIONMEro MOBBIIIEHUS
TEMITepaTypbl Tejla M KaTapaJIbHbIX SIBIEHWI, TTOBTOP-
HbIe TIPUCTYITBI Kallisd U aC(hUKCHU, BO3MOXKHO TIPUCO-
eIMHEHNE PBOTHI, OXPUIUIOCTb, OMABIIIKA, OPOHXUAJb-
HBI CTpUAOp. AYCKyJIbTaTUBHASI KapTUHA — CHUMIITOM
«OaJIOTUPOBAHUSI», CYXU€ PACCESIHHbBIE XPUIIbI HaJ BCEel
MMOBEPXHOCTHIO JIETKUX, OCTabIeHe IbIXaHWs HaJl y4acT-
KOM JIETKOTO, CUMIITOM «HEMOTO» JIETKOTO, PeTMOHAJb-
HbIe CyXHWe W BJIaXKHBIE XPUITBI (ACUMMETPUST MaTOJOT -
yeckux 1ymon) [20].

HucmpymenmanvHole memoodst 00c1e008aHus: PEHTTE-
Horpaduss — BBISIBJIEHUE PEHTTEHOKOHTPACTHBIX WHO-
POOHBIX TeJ, KOCBEHHbIC TPU3HAKM, YKa3bIBalOIINe
Ha MTHOPOIHOE TeJI0 — HECUMMETPUIHOCTD ITHEBMAaTH3a-
1K, aMpu3eMa, CMelIeHe CPEIOCTEHUS B IIPOTUBOITO-
JIOXXHYIO CTOPOHY, atejiekTas jerkoro [20].

CuHIpOMBI € HApYHIEHHMEM MPOXOJUMOCTH OpPOHXOB
CO CIABJIEHHEM JbIXaTeJNbHbIX MyTeil — OOCTPYKIIUS IbI-
XaTeJTbHBIX TyTeil MOXET OBITh CBsI3aHa CO CIABJICHHEM
u3BHe (00BEMHOE 00pa3oBaHUE, COCYIUCTbIE KOJIbLIA
u netan). CocymucThle KOJblla — TPYIa BPOXKIEHHBIX
AHOMAJTIA IYTW a0OPThI ¢ HAPYIIEHUEM Pa3BUTHUSI SMOPU-
OHAJILHBIX AOPTATBHBIX IYT. AHOMAJbHBIE COCYIUCTBIC
CTPYKTYPHI TIOJIHOCTBIO WJIM YaCTMYHO OKPYXKAloT Tpa-
Xel0 U TUILIEBOJA, HEKOTOpPhIe M3 HUX MOXHO pacleHU-
BaTh KaK BapWaHT Pa3BUTHS, HE COIMPOBOKIAIOIIMIACS
KJIMHUYECKUMU TPOSIBJICHUSIMU, IPYTUe MOTYT BbI3BAaTh
KOMIIPECCUIO Tpaxeu M THUILEeBOIAa C COOTBETCTBYIOIIEH
KJIMHUYECKON KapTUHOM, TpeOyrollel XUpyprudeckom
KOPPEKIUKA TMOpoKa. AHOMaIMU pPa3BUTUS IYyTM aop-
THI M €€ BETBEi, 1O JaHHBIM pPsiia aBTOPOB, COCTABJISIIOT
1-3,8% oT umMcia BcexX BPOXIECHHBIX aHOMAJIUN cep-
JIEYHO-COCYIMCTON CHUCTEMBbl M 4acTO KOMOWHUPYIOTCS
C IPYIr'MMU BPOXICHHBIMU IMOPOKaMU Cepallia WIU Xpo-
MOCOMHBIMM aHOMausiMu 21, 22].

BbImeasitoT moJiHbIE ¥ HETTOJTHBIE COCYIMCThIE KOJTbIIA.
IToaHble cocyaucThbie KOJblia BKIIOYAIOT CJIEAYIONIUE Ba-
PUAHTHI:

* JBOIHAg Iyra aopThl — JOMWHAHTHAs TpaBas Ayra

(70% cny4aeB); moMuHaHTHas JjeBast myra (20%);

cbanaHcupoBaHHas (opma (00e mnyrd pa3BUTHI OIU-
HakoBo B 10% ciy4aeB);

* TIPAaBOCTOPOHHSSI Iyra aopThl C JEBOCTOPOHHEW ap-
TepuajibHOM (0OTa/IOBOIA) CBSI3KOW — abeppaHTHasI
(petpoa3odareanbHasi) jeBas MOAKIOYMYHAS apTe-
pUST; 3epKaTbHOE OTXOXKIEHHUE COCYIOB OT JYTH AOPThI
(mirror image branching).

HemnonHble cocyancThie KOJblia BKITIOYAOT:

* CHUHAPOM CIaBJEeHUS TJIEYETOJIOBHBIM CTBOJIOM
(innominate artery compression syndrome);

» abeppaHTHas (peTpoTpaxeayibHas) JieBasi BETBb JIETOU-
Hoii apTepuu (pulmonary artery sling);

* JIEBOCTOPOHHSISI Iyra aopThl ¢ abeppaHTHON (peTpo-
330(areasbHOI) TTPaBOii MOJKIIOYNYHON apTepueil.
Kaunuko-anamnecmuueckue O0anHvle npu cocyoucmuix

AHOMANUSAX:

*  KJIWHWUYECKHME TPU3HAKU CHABICHUS IbIXaTeJbHBIX
MyTeil ¥ TUIIEBOAA: 3aTPyAHEHHOE IBIXaHHWEe TI0 THITY
CTpUIOpa, TIPY OTKUABIBAHUY TOJOBBI Ha3a/l ONbBIIIKA
HECKOJIbKO YMEHBIIIAeTCsI, IIMaHO3, HETOCTOSTHHBIE
CyXye ¥ BJIaXXKHbIE XPUTTBI B JIESTKUX, HAPYIIEHUS TJIO-
TaHWsI, PBOTA, OTCTaBaHHWe pebeHKa B (DU3MUECKOM
pa3Butum [22].

HucmpymenmanvHole memoost 06c1e008aHUA:

» OKI'— 6e3 mpu3HaKoOB MaTOJIOTUH;

* PEHTTeHOJIOTMYECKOe MCCIIeIOBaHNE — TIPU TTPOXOXK-
JIEHUU B3BeCU cyJibhaTa Oapus uepes MUIeBOJI Ha ero
nepeaHeM M, KakK MPaBUIIO, 3aHEM KOHTYPe OTYECTIIN-
BO OTpeIesieTCsl BAaBIeHUE, BbI3BAHHOE BHEUTHUM
MyJIbCUPYIOIINM 00pa3oBaHKEeM. DTO HCCIIeTOBaHUE
MOXET ¢ TOUHOCTBIO yKa3aTh Ha MPUYMHY KOMIIpec-
CUM TIMIIIEBOJA U YCTAHOBUTD JUATHO3;

*  OPOHXOCKOTIHUS;

* PEHTTeHKOHTpAacTHasl aoprorpacdus, MoKa3bIBaloIIas
MOJIOXEHWE AYTW aopThi, aHOMAaJIMM Opaxuiedab-
HBIX COCYIIOB, HAJIMYMeE NBOMHOM ayru v T.4. [21—-23].

Aucnnasus coeAuHUTENbHON TKaHU
M pecnupaTopHbIii CAHAPOM

Cpenu MHOTOOOpa3ust HACJEACTBEHHO OOYCIOBIEH-
HBIX 3a00JIeBaHUII 3HAYMTEbHOE MECTO MPUHAIIEKUT
JIVCIIa3UU  COEAMHUTETbHON TKaHW, PacIpoCTpaHeH-
HOCTb KOTOPOI B TIOMYJISILIMY, TIO JaHHBIM pPsiia aBTOPOB,
coctanisieT ot 10 mo 30% [24]. B auteparype umerorcs
OINMMCAaHUs TAaTOJIOTUU OPraHOB JBIXaHUS TIpU A de-
PEHLIMPOBAHHBIX BapyaHTaX AMCIUIA3UM COCIUHUTEIb-
HOM TKaHU, TaKuUX KaK CUHApPOMBI Mapdana n Diep-
ca—Jlanyo. Y mamueHToB ¢ HenudhepeHIMPOBAaHHBIMU
BapuaHTaMM dYacToTa OyJUIe3HOW 3MdU3EeMBbl, OCIOX-
HSIOIENCS CITOHTAHHBIM TTHEBMOTOPAKCOM, Tpaxeo-
OpPOHXUAJIBHON MUCKUHE3UM, OPOHXO3KTa30B M TIOPO-
KOB Pa3BUTHUS JIETKUX JOCTOBEPHO BBIIIE, YeM y AeTeit
6e3 maHHoro cuHapoma. [TpogeMOHCTPpUPOBAHBI OCOOEH-
HOCTH KapauopecrpaTOpHON CUCTEMBI M COCTOSTHHE
(YHKIIMY BHELIHETO ABIXaHUS MPU Pa3TUIHbIX BapHaH-
TaxX HapylIeHWsI TeEOMETPUU TPYIHOM MOJoCcTH. M3ydeHbl
HEKOTOpbIe OCOOEHHOCTU XPOHMYECKUX 3abosieBaHUiA
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OpraHoB JbIXaHUSI, PA3BUBAIOIINXCS Y TTALIMEHTOB C JIUC-

IUTa3ueil coeNMHUTETbHOU TKaHu [24, 25].
CoBpeMeHHbIe aBTOPbI OPOHXO0JIETOUHBIE HAPYILIEHUS

Yy TaKuX MAllMEHTOB OMMCHIBAIOT KaK TeHETUYECKU 00Yy-

CJIOBJIEHHBIE HApYIIIEHUsT apXUTEKTOHUKH JIETOUHOI TKa-

HU B BUJIE IECTPYKIIMU MEXaTbBEOISIPHBIX TTEPEropoaoK

W HEeIOPa3BUTUS BJIACTUYECKUX U MbIIIEUHBIX BOJIOKOH

B MEJIKMX OpOHXaX U OpOHXMOJIaX, BEAYIIME K TTOBBIIIIEH-

HOM PaCTSKMUMOCTU M CHUKEHHOM 3JIACTUYHOCTH JIeTOY-

Holi TKaHu [24, 25].

Kaunuko-anamnecmuueckue dannvle:

* HEBPOJIOTMYECKME HapyIIEHUs: CUHIPOM BeTeTaTHB-
HO# AucGhyHKIMU (BEreTOCOCYaMCcTasi AMCTOHUS, TMa-
HUYECKHNE aTaKu U JIp.), TeMUKPaHUSI;

*  ACTEHWYECKUI CUHIPOM: CHIDKEHUE pabOTOCTIOCOOHOCTH,
VXYIIIEHUE TIePEHOCUMOCTH (DU3MYECKUX U TICUXO3MO-
LIMOHAJIbHBIX HATPY30K, TTOBBILLIEHHAS YTOMJISIEMOCTb;

* TopakoauadparMaabHbIii CUHIPOM: acTeHUuYecKas
¢opma rpynHoi KjeTku, e opMaliiu rpyIHOM KIeT-
K1 (BOPOHKOOOpa3Hasi, KuJeBuaHasi), nedopmaiuu
IMO3BOHOYHMKA (CKOJIMO3bI, KU(OCKOINO3bI, TUTIEP-
K1O3bI, TUTIEPJIOPAO3BI U AP.);

*  CHHAPOMBI TTOpakKeHUsI CEPACUHO-COCYIUCTOM CUCTE-
MbI: M30JIMPOBAHHbIE 1 KOMOMHUPOBAHHBIE MPOJIar-
Chl KJIallaHOB cepjlla, MUKCOMATO3Has JereHepaiust
KJIaTlaHOB, apUTMUSsI, apTepualibHasl TUTTOTEH3USI;

*  OpOHXOJIETOUYHBINA CHHIPOM: TpaxeoOpOHXUATbHas
NUCKUHE3UsI, TpaxeoOpOHXOMaJSIIUsI, TPaxeoOpOH-
XOMeTraJivsi, BeHTUJISILIMOHHBIE HapyleHUs (00CTpyK-
TUBHbBIC, PECTPUKTHUBHBIE, CMEIIIAaHHBIC HAPYIIICHHUS),
CMOHTaHHBIN THEBMOTOPAKC;

*  MMMYHOJIOTMYECKHE HapYIIeHUs: CHHAPOM UMMYHO-
neduiMTa, ayTOMMMYHHBII CHUHAPOM, ajulepruyec-
KW CUHIIPOM;

*  BUCLEPaJbHBII CUHAPOM: HEedPONTO3 U JUCTONUU
MOYeK, NMTO3bl OPraHOB XKeTYI0UYHO-KUIIIEYHOTO TPaK-
Ta, OPTaHOB MaJoro Tasa, IMCKWHE3UN OPraHoOB Ke-
JIyTOYHO-KUIIIEYHOTO TpakKTa, JIyoJeHOracTpajbHbIe
U ractpoa3odareaibHbie pedIIOKChI, HECOCTOSITEb-
HOCTb C(OUHKTEPOB, TMBEPTUKYJIbI MUILIEBOA, TPHIKHU
MMUIIEBOHOTO OTBEPCTHUS TradparmMbl;

* TIaTOJIOTUSI OpraHa 3peHUs: MUOIMSI, aCTUTMATU3M,
TUTIEPMETPOITUSI, KOCOTJa3ue, HUCTarM, OTCJIolKa
CeTYaTKU, BHIBUX U TTOIBBIBUX XPYCTATNKa;

* TIaTOJIOTUSI KOCTHO-MBIIIEYHON CHUCTEMBI: KOCOJa-
MOCTh, TIJIOCKOCTOMUE, HECTAOUJIBHOCTh CYCTaBOB,
BBIBUXU U TMOJBBIBUXU CYCTABOB;

* HapylUIeHMS] TICUXWUYECKON cdepbl: HEBPOTHUYECKUE
paccTpoiicTBa, JAEMpecCuM, TPEeBOXHOCTb, WITOXOH-
npusi, 00ceccuBHO-(OOMYECKe pacCTpOCTBA, HEPB-
Hasl aHOPeKCHsI.

JAunddepeHunanbHbIli  TMAarHO3 PeLUANBUPYIOIIETO
OpOHXMTa Ha COBPEMEHHOM 3Tarle HEBO3MOXeH 0e3 00b-
eKTHBHBIX METO/OB BuU3yanuzauuu. B myabMoHosoruu
JIETCKOTO Bo3pacTa HauboJjiee 4acTo sl BepuduKaluu
nurarHosa ucnojib3ytor oponxockonuio 1 PKT rpynHoit
noyioctu [24, 25].
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Moka3aHua pns npoeeneHnda 6p0HXOCKOI1I/IVI

DHIOCKONMMYECKUE METOIbI 00CIETOBAHUS IIHPOKO
MPUMEHSIOT B IUATHOCTHUKE 3a00JieBaHWII pecrrpaTop-
HOTO TpakTa. B KIMHWYECKO TpaKTUKe MCIIOIb3YeTCsI
GUOGPOOPOHXOCKOIHS M PUTHIHAS OPOHXOCKOTIUS KECT-
KUM JIBIXaTeIbHBIM 3HIOCKOTIOM.

Tlokazanusamu 043 nposedeHus uopoOPOHXOCKONUU 56~
AAOMCA:

*  TIOAO3pEHME Ha TIOPOKU PA3BUTHUS IBIXaTeJbHBIX Y-
Teil, HaTMIre MHOPOIHOTO TeJla B Tpaxee UIu OpoHXaXx;

*  HeoOXOIMMOCTh YTOYHEHUS TMPWUYUHBI OCIOXKHEH-
HOTO TE€YEeHUsI OCTPBIX M XPOHMUYECKUX 3a00JeBaHMIA
JIETKUX, OOCTPYKTUBHBIN CUHIPOM HESICHOTO TeHe3a;

*  HeoOXOIMMOCTh BBISIBIIEHUST (DAKTOPOB, CITOCOOCTBY-
JOIIMX Pa3BUTHIO U IIPOTPECCUPOBAHMIO IBIXaTEIBHOM
HEeIOCTaTOYHOCTH,

* OmpeaelieHWe XapaKTepa W TUIOIIAAM TTOPaKEHMS
MPU TEPMUYECKUX 0KOTaxX Tpaxeu U OPOHXOB;

*  KpOBOXapKaHbe, aCITMPALIST XKETYIOTHOTO COMEPKU-
MOTO.

B nepuode nosopoxcoennocmu noxkazanusmu oas ¢u-
O6poOPOHXOCKONUU SBASHOMCA:

*  TIPUCTYIBI aC(UKCHUM BO BpeMsl KOPMIJICHUS, TIOTIEP-
XMBaHUE BO BpeMsI KOPMJICHUSI ¢ TIPUCTYaMU1 Kalllis,

* CpBITMBaHME TIOJIHBIM PTOM, BBIJACJIEHUE MOJIOKA
13 HOCOBBIX XOJIOB;

*  HEBO3MOXXHOCTb CAMOCTOSITETLHOTO AbIXaHUs 0€3 MH-
TyGallMOHHON TPYOKM TIPU JTOCTATOYHON OKCHUTEHa-
LINU apTepUaTbHOM KPOBH.

Tlokazanus 0ns nposederust pueudHoll 6POHXOCKONUU:

* yHmajeHue MHOPOIHBIX TeT,

*  OKKITIO3MSI OpOHXa TpU TTHEBMOTOpaKCe, OCTAaHOBKA
KpoBoTeueHus [26].

MNokasaHusa pna nposepenuns PKT rpyaHoin nonoctun

Tonkue cpe3nt PKT opraHoB rpyaHo# KIETKHA, KOM-
nbloTepHas oopaboTka MHGOPMAaIIMK, BBITIOJHEHUE KC-
c/ieIOBaHUSI B CXaTbhle CPOKM, yCTpaHEeHUEe apTedakToB,
CBSI3aHHBIX C JbIXaHUEM, TepeJaTOUHON TTyJbcaluei
U TJ., @ TAKXE BO3MOXHOCTh KOHTPACTHOTO YCUJICHMSI
MO3BOJISIIOT 3HAUMTENIBHO YJIYYIIUTh KaueCTBO M300pa-
keHusi. O0beMHasi pEKOHCTPYKIIMS TaeT TpeACTaBIeHUE
0 OPOHXOJIETOYHOI CHUCTEME B peXXMMe BUPTYaJIbHOM pe-
aJIbHOCTH.

Abcoaromuvimu nokasanusmu oas PKT epyduoii noao-
cmu AGAAIOMCL:

* CIIOHTaHHBIE THEBMOTOPAKCHI HESICHOU 3TUOJIOTUH;
*  OITyXOJIY TIJIEBPHI, TJIEBpaJbHbIE HACTOCHUS;
* YTOYHEHME MPUPOJIbl U PACIPOCTPAHEHHOCTU OYaro-

BO#1 MATOJIOTUH JIETKHX;

*  M3y4YEHME COCTOSTHUS TUMMATUIECKUX Y3JIOB B CPEIO-

CTeHUHU, B KOPHSIX JIETKHX;

* 00beMHbIEe 00pa30BaHUS B CPEIOCTCHUH;
*  HaJlMuMe KJIMHUKO-J1a00paTOPHBIX JaHHBIX O TTAaTOJI0-

TUYECKOM TIpOoliecce, HE BhISIBIEHHOM MPU PEHTIeHO-

rpacduy OpraHoOB IPYIHOM TTOJOCTH;
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*  U3y4YeHHMe TOHKON MaKpOCTPYKTYPHI JETKUX TTPU XPO-
HUYECKUX Tpoleccax [27].

3akntovyeHune

Takum oOpa3oM, pelMAMBUPYIOIIMI OPOHXUT Xapak-
Tepu3yeTcst OBTOpsIOIIMMHUCS 2—3 pas3a u 0oJiee Ha Mpo-
TSOKEHUHW TOJIa STTM30IaMU BOCITAJIEHUST GPOHXOB, KOTOPBIE
He TIPUBOIAT K HEOOPAaTUMBIM HapylmIeHUSIM (YHKIUN
opraHoB nbIxaHus. OIHAKO Y OMpeAeeHHON TPYIIbI
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ITopTomyabMoHA/IbHAS THIIEPTEH3Us Y peOeHKa
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Portopulmonary hypertension in a child

D.1. Sadykova', D.R. Sabirova', A.R. Shakirova', N.N. Firsova?, G.A. Khusnullina?, N.V. Kustova'
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Crarbs NocBsIeHa npodJieMe MoPTONy/IbMOHAIbHON runepTeH3un (JIerouyHas aprepuajibHas THIEePTEH3Hs, CBA3aHHAS C MOPTAJIb-
HOii runeprensueii). Jlerounas rumepreHsus SBISETCS PEIKHM, MPOTHOCTHYECKH HEOJATONPHSATHBIM OCJIOKHEHHEM MOPTAJIBHOMI
rUnepTeH3un, He3aBUCHMO OT ITHOJIOTHYECKOro (akTopa mocieaHeil. [HarHOCTHYECKMMH KPUTEPUSAMH MOPTONMY,IbMOHAIBHOM IH-
NepPTEeH3UH ABJIAIOTCS: HAJIMYHE MOPTAIBHON rMIePTEH3NH C WK 0e3 3a00J1eBaHus IeYeHH, CPeIHee JaBJIeHHe B JIETOYHOI apTepun
0oaee 25 MM PT. CT. B IOKOE, HOPMAJIbHbIE MOKA3ATE/IM JABJIEHNS 3AKJIMHUBAHMS B JIeroyHoii aprepun (<15 mm pr. cr), JerouHoe
cocyaucToe conporusiieHue oosee 3 exn. Byna/m?. Ilesb paGoTsl: onvcaHue pa3BUTHs KIMHHYECKON KAPTHHBI, JHATHOCTUKY M Jieye-
HHSI OPTOMYJIbMOHAJIBHOI TUIIEPTEH3HH Y 00JILHOTO Ha (hOHE KOPPUTHPOBAHHOM MOPTAIbHOM runepTen3un. CymecTBYIOT TPYAHOCTH
B IOCTAHOBKE JIMArHO32 MOPTOMY/IbMOHAIbHOI THIIEPTEH31H, TAK KaK ee CHMNTOMbI Hecnienupuynbl. Hanbosiee xapakrepHbie npu-
3HAKH — OJIBIIIKA, YTOMJISIEMOCTb, CHIZKEHHE TOJIEPAHTHOCTH K (PM3HYECKOil HATPY3Ke, CHHKONAJIbHbIE COCTOSIHUS.

Karouesvie caosa: demu, necounasn apmepuanvras eunepmen3sus, NOpMonyAbMOHAAbHAS SUNEPMEH3UA, AHMAOHUCHIbI SHOOMEAUHO-
8bIX peuenmopos, uHeubumopsl pocgoouscmepasvi-5.

Ans yntupoBanms: Cageikosa []. V., Cabuposa []. P., LLlakupoBa A.P., ®upcosa H.H., XycHynnuHa I". A., Kyctosa H.B. [TopTonynbMoHanbHas runep-
TeH3us1 y pebeHka. Poc BecTH nepuHaton v negmatp 2016; 61: 5: 149-154. DOI: 10.21508/1027-4065-2016-61-5-149-154

The paper deals with portopulmonary hypertension (pulmonary arterial hypertension associated with portal hypertension). Pul-
monary hypertension is a rare, prognostically unfavorable complication of portal hypertension, regardless of the etiological factor
of the latter. The diagnostic criteria for portopulmonary hypertension are portal hypertension with or without liver disease; a resting
mean pulmonary artery pressure >25 mm Hg; a normal pulmonary artery wedge pressure <15 mm Hg; and a pulmonary vascular
resistance of more than 3 Wood units/m?. Objective: to describe of the development of the clinical picture, diagnosis, and treatment
of portopulmonary hypertension in a patient during corrected portal hypertension. There are challenges in the diagnosis of portopul-
monary hypertension because its symptoms are nonspecific. The most characteristic symptoms of the disease are dyspnea, fatigue,
exercise intolerance, and syncope.

Keywords: children, pulmonary arterial hypertension, portopulmonary hypertension, endothelin receptor antagonists, phosphodiester-
ase 5 inhibitors.

For citation: Sadykova D.|., Sabirova D.R., Shakirova A.R., Firsova N.N., Husnullina G.A., Kustova N.V. Portopulmonary hypertension in a child. Ros
Vestn Perinatol i Pediatr 2016; 61: 5: 149-154 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-149-154

CPEIHEro JIETOYHOTO apTepHaJbHOTO IaBJIEHUsT OoJee
25 MM PT.CT. B ITIOKO€, OIIPCACICHHOIO IIpMU KAaTCTCpU-
3alMK MpaBbix oTnesn0B cepaua [1]. Yamie Bcero serou-

'IerquasI aprepuajibHasi TUIIEPTEH3UsST — TeMOJIM-
HaMUYeCKoe M MaTo(MU3NOIOrnIecKoe COCTOSTHUE,
0o0beMHSIIONIEe TPYIIy 3a00JeBaHUi, XapaKTepu3sy-

IOIIMXCS TIPOTPECCUPYIOIIMM TIOBBIIIEHUEM JIETOUHO-
rO COCYIMCTOTO COMPOTUBIEHUSI U CPETHErO JAaBJICHUS
B JIETOUHOM apTepuu, YTO MPUBOIAUT K Pa3BUTUIO MPABO-
JKEJIyTOYKOBOW CEpIeYHOl HEeIOCTaTOYHOCTA W Tpe-
KIEBPEMEHHOM cMepTH TalMeHToB. JlerouHast aprepu-
ajilbHasl TUIIEPTEH3UsSI OMpenessieTcsl KakK ITOBBIIIeHNE
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Hasl TUMEePTEeH3Us] TUArHOCTUPYETCS Ha TO3AHEN CTaaluu
(c III v IV dyHKIIMOHANIBHBIM KJIACCOM) M TPUBO-
AT K TSKEJION MPaBOXEIyT0YKOBON HEIOCTATOYHOCTHU
C MOCJeNYIOIINM JIETAIbHBIM UCXONOM. JlerouHas apre-
puaibHasT TUTIEPTEH3UST SIBISIETCS KITMHUYIECKUM COCTO-
STHUEM, KOTOPOE XapaKTepu3yeTcsl HaJIMuMeM TpeKarnui-
JISPHOM JIETOYHOM TUTIEPTEH3UU TIPU OTCYTCTBUU JAPYTUX
MPUYKMH BCJIENCTBUE 3a00J1€BaHUI JIETKMX, XPOHUUYECKOM
TPOMOO3MOOIMYECKOT JIETOUHOI TUTIEPTEH3UU WU JPY-
rUX penkux narosnoruii [2]. JlerouHast aprepuajibHast TU-
MepTeH3UST MOXeT KaK HOCUTh MANOTATUIECKUIT XapaK-
TEp, TaK U aCCOLIMMPOBATHCS C APYTUMU 32001 BAHUSIMU
(C BpOXJEHHBIMU TIOPOKaMU cepilia, 3a00JjeBaHUSIMU
COeIMHUTEIbHOM TKaHW U 1p.). B ciaydae korma jerod-
Hasl apTepuajibHasi TUMEPTeH3Us pa3BUBaeTcsl Ha (hoHe
MpeIIeCTBYIONIEH MOPTaJIbHOW TUMEPTeH3UMU, OHA HO-
CUT Ha3BaHUeE MOPTOMYJIbMOHAIbLHOW TUTEPTEH3UN.
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Knmandeckas kiaccubuKalys JIETOYHON apTepruaib-
HOW TUTIEPTEH3UH MpeTepIiesa psii U3MeHEHWI ¢ MOMEHTa
nepBoro BcemupHoro cummnosuyma B 1973 1. B Hacrosiiee
BpeMsT MCTIONb3yeTCs KiacCu(uKanus, TpeiToXKeHHast
SKCIepTaMi BceMupHO# opraHu3alnu 3IpaBoOXpaHe-
Hus B 2008 . (r. ana [loitnt, Kanudopnust). Ha nsarom
Bcemmprom cummosuyme 2013 . (Hwima, Ppanims)
OblTa coXpaHeHa TIpeabIaylias CTPYKTypa Kiaccuduka-
LMY JIETOYHOU TUTTePTeH3UH, HO OBLIM BHECEHBI HEKOTO-
pble TOTIOJTHEHWST U UI3MEHEHUST C YYeTOM HOBBIX JaHHBIX
[3]. B MOTOTHUTEBHO BHECEHBI IMYHKTHI, KacaroIu-
ecsl JIeTOYHOM TunepTteH3uu y aereii [3]. Takum obpazom,
nornoyiHeHHas Kiaaccudukamnust ot 2013 1. oxBaTBIBaeT Jie-
TOYHYIO TUTIEPTEH3UIO KaK y B3pOCIbIX, TaK U y netei [3].
CoracHo 3Toii ki1accuduKaluy, BbIASISIOT TATh TPYIIIT
JIETOYHOM rumnepTeH3uun. [TopTomyabMOHalbHAsT TUTIEP-
TEH3UST OTpeleNsieTCsl KaK JieTouyHasl apTepuajibHas TH-
TepTEeH3Usl, CBSI3aHHasI ¢ 3a00JieBaHNEM TIeYeHU WU TTOP-
TaJIbHOU TUTIepTeH3uei 1, 4].

CornacHo pexkomeHmauusim (European Respiratory
Society Pulmonary Hepatic Vascular Disorder Task Force
2004 Consensus Report), 1narHoCTUUECKUMU KPUTEPUSI-
MM TIOPTOIMYJIbMOHATBLHON TUTIEPTEH3UU SIBIISIIOTCS: Ha-
JINYYe TTOPTaTbHOM TUTIEPTEH3UU ¢ WU 6e3 3a001eBaHUs
TeYeHU, cpeaHee AaBIeHUe B JISTOYHON apTepun Oolee
25 MM PT. CT. B TOKO€, HOpMaJIbHbIE ITOKA3aTeJ TN TaBJICHUS
3aKJIMHUBaHUS B JiIerTouHOM aptepuu (<15 MM pT.CT), Je-
TOYHOE COCYAMCTOE COMpOTUBIeHUe boee 3 en. Byma/m>.
OnucanHag Briepsbie B 1951 . E Mantz u E. Craige nop-
TOIYJIbMOHATbHAST TUTIEPTEH3USI BCTpeUYaeTcsl He4yacTo,
MTO3TOMY JIOJITO€ BpeMsl JUCKYTUPOBAJICS BOTIPOC, SIBJISI-
€TCs1 9TO coueTaHue 3a00JIeBaHUI CTydallHbIM WX TIPU-
YUHHO-00yca0BIeHbIM. Ha ykazaHHy10 (hopMy JIeTOUHOM
apTepuaJbHOM TMIIEPTEH3UH, TI0 JaHHBIM EBporneiicKux
PETUCTPOB, TIPUXOAUTCS M0 1% ciydaeB JISTOYHOU TH-
repTeH3uun y aeteit [5, 6]. JlerouHast TUTIEpTEH3UST SIB-
JIIeTCS  PEeAKUM, TPOTHOCTUYECKU HeOIaronpusiTHBIM
OCJIOKHEHHMEM TTOPTAJTbHOUW TUIMEPTESH3UU, HE3aBUCUMO
OT 3THOJoTUYecKoro ¢akropa mocienHei [7, 8]. Puck
pPa3BUTHUSA TTOPTOIYJbMOHAIBLHOW TUTIEPTEH3UNU He 3a-
BUCHUT OT TsDKeCTH 3abojieBaHmii meyeHu [9]. [IBa mpo-
CTIEKTUBHBIX MCCJIEIOBAHUST TeMOAMHAMMKM TTOKA3aJIu,
410 Y 2% OONBHBIX C LIUPPO30OM M TTOPTATLHOM TUIIEep-
TEeH3Wel UMeeTCsl 3HaYNTeTbHAsT JIeTOUHAast TUTIEPTEH3USI.
JIBa HemaBHO MPOBEACHHBIX MCCIIEAOBAHUS Y OOJBHBIX,
TepeHeCINX TPAHCTUTAHTAIIUIO TICUEHU, BBISIBUJIN JIETOY-
Hyto TunepTeH3uio B 4 u 3,5% cnydaeB. [TopTormyabmMo-
HaJIbHasl TUTIepTeH3UsT ompenensieTcss y 4—8% mauueH-
TOB — KaHAMIATOB Ha TpaHCIIaHTALWIO TieueHu [10].

CoryacHO JaHHBIM KJIWHUKU Meiio, Msrkas Tmop-
TONYJIbMOHATbHAS TUTIEPTEH3Us (CpeaHee OaBICHUM
B JIeTOUHO# aptepuu <35 MM PT.CT.) HE TIpeACTaBJIsIeT
CEepPBbE3HOM MPOOJIEMBI, HO YMEpeHHasl W TsDKesast TH-
MepTeH3un (cpelHee HaBJIeHWE B JICTOYHON apTepuu
>35 MM PT.CT. ¥ >45 MM PT. CT. COOTBETCTBEHHO) SIBJISIIOT-
¢S TIPEIUKTOPAaMU BBICOKOM JIETATbHOCTH TIOCJIE TPaHC-
MJIaHTaUWK TedeHn. [1o JaHHBIM yKa3aHHOMW KIMHUKU,

XIll POCCUNCKASI KOH®EPEHLNS «MEQUATPUSI U AETCKASI XUPYPIsi B MPUBOJDKCKOM DELEPAJIbHOM OKPYTE»

MocjeonepaloHHas JIETaTbHOCTh TIPU TTOPTOITYJIbMO-
HaJIbHOM TUTIEPTEH3UU MPU CPeaHEM AaBICHUU B JIETOU-
HoOIi aptepuu 6ojee 35 MM pT.cT. coctaBmia 50 u 100%
MpU cpeHeM aaBjieHun Bbitre 50 MM pT.cT. [11]

BepoSTHOCTH  pa3BUTHUSI  JIETOYHOM TUIEPTEH3UU
y OOJBHBIX C TOPTAJBLHOW TUIEPTEH3MEW TOBBIIIACT-
csl IPY XMPYPTHUUECKUX MOPTOCUCTEMHBIX IIYHTaX, IMO-
CKOJIBKY, COTJIACHO pe3yjibTaTaM pPEeTPOCITEKTUBHOTO
HCCIIeIOBaHUS, TTPUOIU3UTENBHO Y 65% OOJNBHBIX C Jie-
TOYHOM TUTIEPTEH3UEH BBIMOTHSIOCH XUPYPTHUUECKOE
IIYHTUpOBaHUe, a y 35% — Het [12]. DTu maHHBIE YE€TKO
MMOKa3bIBAIOT, YTO JIETOYHAsI apTepHralibHasi TUTIEPTEH3US
y OOJIbHBIX C MOPTAJbHON TMMEepPTeH3Uel CBsI3aHa C pa3-
BUTHEM TIOPTOCUCTEMHBIX IIYHTOB B OOJBIICH CTere-
HU, YeM C MOPTaJbHOI TUIEpTeH3Meil caMoii mo cebe.
Ha puck pa3BUTHS JIETOYHON TUMEPTEH3UU MOXET BJIU-
SITh TOJBKO JUIMTETLHOCTDb CYIIECTBOBAHUS TOPTATBHOM
TUTIEPTeH3UU. B 3THOJOrMY MOPTANbHON TUIEPTEH3UU
y JIeTeil OCHOBHYIO POJIb UTPAIOT MOPOKU Pa3BUTHUSI COCY-
JIOB WJIA NX TPOMOO03.

IMaToreHes COCYIMCTBIX HapyIIEHU, CBI3aHHBIX
C TIOPTaJbHOW TUIIEPTEH3UEH, O KOHIIA HE M3YYEH.
YcTaHOBIEHO, YTO MJIST TTOPTOIMYJbMOHAJIBHOM THUTIEp-
TEH3UM XapaKTEePHbI TMTEPAMHAMUYECKUN THUM KPOBO-
o0OpallleHNs ¥ BBICOKUI CepIeYHBIN BBHIOPOC, KOTOPBIE
MPUBOIST K YBEJWYCHUIO HATIPSDKEHUsI B MaJloM Kpyre
KpoBooOpaieHusi. JlerouHoe CcOCyaucToe COIMpPOTHB-
JICHUE TIOBBIIIACTCS BCIEACTBUE Ba30KOHCTPUKIINM,
MPOTPECCUPYIONIETO JIETOUHOTO COCYIMCTOTO pPEMOJe-
JIMPOBAaHUST U TpoMOO3a JIETOUHBIX apTepuos. Hammuume
MMOPTOCUCTEMHBIX IIYHTOB MOXKET CIIOCOOCTBOBATH MPO-
HUKHOBEHMIO Ba30aKTWBHBIX BEIIECTB, B TOM YMCJIE DH-
JIoTeNMHa |, BA30aKTUBHOTO KUIIIEYHOTO MEeNTHIA, CEPO-
TOHUHa, TpoMOOKcaHa A2, MHTepJieliKHa- |, rIroKaroHa
U CEKpeTWHA M3 YPEBHOTO CTBOJIA B MaJIbIi KPYT KPOBO-
0o0OpallleHHs, YTO TTO3BOJISIET 3TUM Ba30aKTUBHBIM MeEIM-
aropaM OOXOJWTb METa0OJIM3M TMEeUYEeHU U CYIIECTBEHHO
BJIMSITH Ha JIETOUHYIO cocyauctyio cetb [13, 14]. Ilepe-
YHCJIEHHBIE MEIMaTOPhl CIIOCOOCTBYIOT Ba30KOHCTPUK-
LU JIETOYHBIX apTepUOJ, YTO MMPUBOAUT K UX TPOMOO3Y
U B TMOCJIEAYIONIEM PEMOICTIMPOBAHUIO, BbI3bIBAs JIETOU-
HYIO TUTEpTeH3UI0. Takke TPUIMHHBIMM (haKTOpaMU
(GopMHUpPOBaHUS BACKYJIOMATUM MOTYT OBITh MYyTalluu
TeHOB, HO MX POJb B Pa3BUTUU TMOPTOMYJIbMOHAIBHOM
TUTIEPTEH3UN TI0Ka He Joka3aHa [8, 15]. B 3aBucumocTu
OT YPOBHSI JIOKa3aTeJIbHOCTU Pa3IMyaloT «OIpelaeieH-
HbIe» (DAKTOPBI PUCKA JIETOYHON TUTEPTEH3UU: «OUeHb
BEPOSITHBIE», «BEPOSITHBIE» U «MaJIOBEPOATHBIE». TTop-
TaJbHasl TUTIEPTEH3UsT OTHOCHUTCS K OUYEHb BEPOSITHBIM
dakTopaM pHCKa pa3BUTUS JICTOYHOUN apTepHabHOM
rutniepTeHsuu [16, 17].

JIMarHOCTUPOBATh JIETOYHYIO TUTIEPTEH31I0, OCOOEH-
HO Ha paHHMX 3Tarnax, 04eHb CJIOXKHO, TaK KaK KIMHUYE-
CKMe CUMIITOMBI HecnenuduyHabel. Hanbonee xapakrep-
Hble TIPU3HAKM — OJBIIIKA, YTOMIISIEMOCTh, CHUKEHHE
TOJIEPAHTHOCTH K (PU3MIECKOM HATPy3Ke, CHHKOIATbHbBIE
cocrostHus [18]. CuHKOMaIbHBIE COCTOSTHUSI MOTYT OBITh
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€IMHCTBEHHBIM TIPOSIBJICHUEM JIETOYHOU TUTIEPTEH3UU.
ITpu pyTMHHOM HCClIeIOBaHUM Ha PEHTIEHOTpaMMeE Op-
TaHOB TPYIHON KJIETKM MOXHO OOHApyXXUTb BBIOYXaHUE
crBosa Jjerouynoit aprepumn. DKI MoxkeT mpeaocTaBUTh
HaBOAMIIME WJIM TOATBEPXKAAIOIINe J0Ka3aTeIbCTBa
JIETOYHON TUNEPTEH3UM, NEMOHCTPUPYS TPU3HAKU TH-
nepTpoduu MpaBoro keayaodka M AuaTallMy TTPaBOTroO
npencepaus. [lo pesyabraTaMm sxokapauorpadud BbI-
SIBJISIETCSl TAJIaTallusl TIPaBbIX OTIEIOB Cepilia, a TaKxKe
MpsiMble U KOCBEHHBIE TIPU3HAKU JIETOYHON TUIIepTEeH-
3un. st ompenesieHusl TSKeCTH TTOPTOMYIbMOHAIBHOM
TUTIEPTEH3MU PEKOMEHIYeTCSl UCIOJIb30BaTh MaHeb Ma-
pamMeTpoB, TIpUBeAeHHBIX B Ta01. 1 [19].

JleueHue TOPTOMYIBLMOHAJNIBHON TUIIEPTEH3UM He-
JIocTaTOuHO pa3paboraHo. Kucimopomorepamnusi Ha3Ha-
YyaeTcsl 1o MOTPEeOHOCTU IJIsT TIOAMEPXKAHUST caTypaiiuu
apTepuaibHON KpoBU Gosee 92%. JIMypeTUKY WCITONb-
3YIOTCSl JIJISI YCTPAHEHUS Teperpy3ku o0beMOM, OTEKOB
u acuura [20]. [TpuMeHeHUsT aHTUKOATYJISTHTHBIX TIperna-
paToB cjenyeT u3beraTh Mpyu CHUXKEHUU (DYHKIIUU Teue-
HU 1 TPOMOOILIMTOIIEHUHU, a TaKKe Y OOJTbHBIX C PUCKOM
KPOBOTEUEHUI 3a CUET BAapPMKO3HOTO pACIIMPEHMS] BEH
MUIIEBO/A.

BbnaronpusitHoro monrocpouyHoro addexkra Tepanuu
AHTAarOHUCTAMM KaJbLMSI TIPU JIETOYHOM TMIEPTEH3UM,
O0O0YCJIOBJIGHHOW TIOPTOIYJIbMOHAJbHOW TUIEPTEH3UEH,
He orMmeueHo [21, 22]. beta-610KaTopbl, 0OBIYHO Ha3HA-
yaeMble MPU TTOPTAIbHON TMIEPTEH3UU W CHUXAIOIINE
PUCK BapMKO3HBIX KPOBOTEUEHU I, MOTYT TLJIOXO TIEPEHO-
CUTBCSI B CJTy4asiX aCCOLIMUPOBAHHON JIETOUHON apTepu-
aJIbHOM TUMEPTEeH3UN M3-3a OTPUIATETLHOTO MHOTPOTII-
HOTO BJIMSTHUSI HA MUOKap/I IIPaBoro xeyyaouka [17].

AHTaroHMCTDHI SHAOTEJMHOBBIX PENENTOPOB — TTPUOPU-
TEeTHBIE TpernapaThl B JICUEHUU JIETOYHOUN TUIEPTEH3UU
y neteid. Y B3pOC/bIX MalMeHTOB TaHHbIN KJlacc JieKap-
CTBEHHBIX CPEICTB Ha3HayaeTcs HambOosiee dacto [23].
boseHTan — mepopalibHbIlf aHTAaTOHUCT PELIENITOPOB H-
norenuHa A u B, siBisieTcst omHUM M3 TIEpBBIX U HanboJiee
WU3yYEHHBIX TpernapaToB yKa3aHHoOU Tpymnmbl. bo3eHTaH
MpeacTaBisieTcs: 60€30MacHbIM M XOPOIIIO TTEPEHOCUMBbBIM
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IIeTbMH; OH HanOoJIee YaCcTo IIPUMEHSIETCS y IeTell ¢ Jie-
rouHoi runepreHsueii [24]. I1o pe3ynbratam mocaeaHUX
WUCCIeNoBaHUil, 0O3eHTAaH PEKOMEHJOBaH B JICYEHUU
JeroyHoit runepreHsuu Il dyHKIIMOHaANIBHOTO KJlac-
cay JeTeit ¢ 2 JIeT, 4To AesiaeT ero OAHUM U3 HEMHOTHX
paspelieHHBIX B TIeAMATPUM JIEKaPCTBEHHBIX CPEICTB
U eIMHCTBEeHHBIM ucroib3dyembiM u B CIIA, n B EB-
porte [25]. OmHako M3-3a IMOTEHLMAJBbHOM TIeImaTOTOK-
CUYHOCTH OOJIBIIMHCTBO 3KCMEPTOB HE PEKOMEHIYIOT
MpU  TIOPTOMYJIBMOHAIBHON THUIEPTEH3UU TIPUMEHSTh
nepopajibHble aHTAarOHUCTHI SHAOTEJIMHOBBIX PELENTO-
poB. HecMmoTpst Ha Xopollne pe3yiabTaTbl MPUMEHEHMS
B 9KCTIEPTHBIX KIIMHUYECKUX IIEHTPaX, COOTHOIIIEHUE PU-
CKa 1 TOJIb3bl Y OOJIBHBIX C TIATOJIOTHEH TIeYeHU TpedyeT
TIIATEJILHOTO aHaIM3a Ha JOJITOBpEMEHHO ocHoBe [1].

Wurubutopsl ¢ochonmnacrepasbi-5 0Ka3bIBalOT Ba-
30IMJIATUPYIOILEe M aHTUIIpoJUdepaTUBHOE IEHCTBUE,
MOJIOXXUTETHHO BIMUSIOT HAa TeMOAMHAMMUKY, MOBBIIIAIOT
TOJIEPAHTOCTH K (PU3NYECKOI HArpy3Ke MpU JUTUTETLHOM
WCITOJIb30BAHUM Y TTAIIMEHTOB C JISTOUHOM apTepuaibHOMU
rutiepTeHsueit [26]. B Hacrosiiiee BpeMsi CYIIECTBYIOT
Tpyu UHTUOUTOpa hochonmnacrepasbl-5 — cumeHadu,
tagamacdwui u BapaeHadua. CeleKTUBHOCTD K JIETOUYHBIM
cocynaM BBISIBIIEHA Y TIepBbIX ABYX. OUueHb aKTUBHO TTPO-
JOJKAIOTCS UCcclienoBaHus cuneHaduaa. OmHako peko-
MEHJALMU 10 €ro JI03MPOBAHUIO JIOCTATOYHO MPOTUBO-
peuuBsl. C 2011 . B EBporne cunaeHadusn 6611 omoopeH
JUTS JIEYEHUS] JIETOYHOW apTepuabHOW TUIEePTeH3NU
y neteil. BaxXHBIM JTOCTOMHCTBOM TMperapaTa SIBIISIeTCsI
OTCYTCTBHME TeIaTOTOKCUYHOCTU. [IprMeHeHMe cuiie-
Hacdwuia TOBBIIIaeT (HYHKIMOHATIbHBIE BO3MOXHOCTH
GOJILHBIX, YJTy4IIas TeCT MECTUMUHYTHON XOIbObI, CHU-
JKaeT JIETOUHOE COCYAMCTOE COMPOTUBIEHUE U CPEeNHee
JaBJIeHUE B JIESTOYHOM apTepuu. PekoMeHaaumm 1o Bee-
HUI0 OOJIBHBIX C JIETOYHOM apTepyuaabHOM TUTIePTEH3UEH,
CBSI3AHHOW C TIOPTAJbHOW TUTIEPTEH3UEH, TPUBEICHBI
B TaoI. 2.

B kauectBe mpuMepa, WJUTIOCTPUPYIOIIETO ITOPTO-
MyJIbMOHAJIBHYIO TUTIEPTEH3UIO, TIPEACTABIISIEM CIIEIyI0-
WA KIIMHUYECKUI CITydait.

Tabauya 1. OueHKa cOCTOAHUS TAXKEeCTH NOPTOMY.IbMOHAIBHOI rMIePTeH3UH
CTeneHb TsSKeCT
ITapameTp Hopma

JIErKasa YMEpECHHas1 Ts2KE1ast
Kracc cepmeuHoii HemocTaTOUHOCTH® I, 11 11, 111 111, IV
MPAP, MM pT. cT. 1524 25-34 35-44 > 45
CI, n/mMun! /m? 2,54 >2.5 >2.5 <2,0
PVR, nun/c/cm™ <240 240-500 500-800 > 800
RAP, MM pT. CT. 0-5 0-5 5-10 > 10
ITporHo3s braronpusTHbIi CoOMHUTETbHBII ITnoxoit
Crienduueckas repanust Her TTon Bompocom Ha
OOpaTUMOCTb MOCJIE TPAHCIIJIAHTALIMY MIEYEHU Ha ITon Bonmpocom Het

Ipumeuarue. * CornacHo Helo-Mopkckoit accormanmn kapauonoros (NYHA): MPAP — cpentee nasieHue B ierouHoii aprepun; CI — cep-
neuHblii nHaekc; PVR — nerounoe cocynucroe conpotuieHue; RAP — naBieHue B IpaBoM MpeacepanM.

POCCUVICKWIA BECTHUK MEPUHATOJIONMN U MNEANATPUM, 2016; 61:5

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2016; 61:5

151




XIll POCCUNCKASI KOH®EPEHLNS «MEQUATPUSI U AETCKASI XUPYPIsi B MPUBOJDKCKOM DELEPAJIbHOM OKPYTE»

Tabauya 2. PexoMeHIANNH 10 BEIEHUIO OOJIBHBIX C JIETOYHOIl apTepuaibHOl THIepTeH3uell, CBI3aHHOM C MOPTAJIbHOI rHnepTeH3uei

OrnpeneneHue

Knacc pekoMmeHnaimii YpoBeHb J10Ka3aTeJIbCTB

DxokaparorpadIecKii CKpUHUHT TS BBISIBJICHUS JIESTOUHOU TUTIEP-
TEH3UM PEKOMEH/IYeTCs Y OOJIbHBIX C CUMIITOMAaMU 3a00J1eBaHUS TIeYeHU I B

I/I/I/IJ’[I/I Y KaHIJaTOB Ha TPAaHCIUIaHTALlMIO IICYEHU

PexomeHnnoBaHo, YTOOBI MALIMEHTHI, CTPAAIOLINE JIETOYHOMI apTepralib-
HOW TMITEPTEH3UEN, CBSI3aHHOM € IMOPTaJIbHON TMIIEPTEH3MEN, HATIpaBIsi- I C

JIVCh B CIIELIUATTU3UPOBAHHBIE LIEHTPHI 110 JAHHOU Mpobaeme

Y GOJIBHBIX C JIETOYHOI apTepuaibHOI TUIEPTEH3MEH, CBI3aHHOM ¢ TIOp-
TaJIbHOI TUTIEPTEH3UEH, CIIe/IyeT pacCMaTPUBATh TOT K€ allTOPUTM,
YTO ¥ TIPY JICUEHUH OOJIBHBIX C IPYTUMU (HOPMAMM JIETOTHOM TMTIePTeH-

3UM, IPpUHUMAA BO BHUMAaHUE COITYTCTBYIOIIIEC 3a00J1eBaHUS

AHTUKOATyJSTHTHAs Teparnus He peKOMEH/IyeTCs TTallMeHTaM C JIeTOUHOM 11 C
apTepUaIbHOI TUIIEPTEH3UEM, CBI3aHHOM C MOPTaJbHOM TMIEepTeH3UEH

HCpCC&HKa MEYECHU MOXKET paCCMATPUBATLCA Y OTACJIbHBIX NMallMEHTOB, b C

XOpOILIO OTBCYAIOLIMX HA TEPAITUIO

TpaHCHJ'[aHTaL[I/IH TICYCHU IIPOTHUBOIIOKA3aHa OOJILHBIM C TSKEJION U He- 111 C

KOHTPOJUPYEMOU JIETOYHOW apTEPUAIbHON TUTIEPTEH3UEN

Knunuyeckoe HabnoaeHne

Bonpnoit A., 13 netT. PebeHoK oT BTOpOIT OepeMeH-
HOCTH, MPOTEKABIIEil ¢ TeCTO30M (TIOBBIIIEHUE apTepH-
aJbHOTO JaBJIEHUsI, OTEKW) BO BTOPOW TOJIOBUHE Oepe-
MeHHOCTH. Ponbl BTOphIe, B CpoK. Macca Mmpu pokaeHU!
2700 1, niuHa 49 cMm. Ha 5-e cyTku mocie pofoB repe-
BeJieH B JIETCKOE OTIeJeHNe ¢ TUArHO30M: KOHBIOTaIl -
OHHag XenTyxa. BelmrcaH moMoit yepe3 5 mHel B yI0B-
JIETBOPUTELHOM COCTOSTHUM. KaTeTepusalns myrmoyHoi
BeHBI He TpoBoauiack. C ABYXJIETHEro Bo3pacTa y pe-
OeHka HaOJIONATUCh peluuAUBUpYIOIMEe 00U B XKU-
Bote. He o6cnenosan. C 7 jeT peryiasipHO HaOJI0maics
KapauoJIOrOoM, KapAWOXUPYPTrOM C OWAarHO30M: CTEHO3
AOPTHI JIETKOW CTeneHM; (PYHKLIMOHAIBHO IBYCTBOpYA-
TBI A0OPTaJIbHBIN KJIalaH.

B Bospacre 8 ner 14.10.2010 r. rocnuTanuzupo-
BaH B XMPYpPrUuyeckoe OTAesieHue C Xajobamu Ha 0o
B XXMBOTE, TOUIHOTY. BriepBble MpoBemeHbI JIabopaTop-
HO-UHCTPYMEHTAJbHbIE WCCIACIOBAaHUS W BBISABJIEHA
Tpombotutonenust 87 000/mi, mo naHHBIM PudporacTpo-
nyoneHockoruu (PIIC) oTMeueHO BapWUKO3HOE pac-
IIMpeHne BeH MUIIeBoAa 3- CTereHM, XKenyaka 2—3-i
CTeTieHU, racTpoayomeHonatus. Ilpu  yiIsTpa3ByKOBOM
uccnenoBanuu (Y3W) renaTonaueHanibHON cUCTEMbI 00-
HapyXeHO yBeJIMYEeHUE pa3MepoB IedyeHn 10 126x58 MM
(ripaBasi 10J151), TIEPUTIOPTAIbHBIN (PUOPO3 C eNMHUYHbBI-
MU KoJutatepaisiMu. JlnaMeTp TOopTalbHOM BEHBI CYXXEH,
MeYeHOUHBbIE BeHBI AWJIaTUPOBaHbl. CeJie3eHKa yBeTUde-
Ha, ceJie3eHOYHas BeHa paciupeHa. [1o TaHHBIM peHTTe-
HOBCKOI KOMITBIOTEPHOI TOMOTrpaduu BbISIBJIEHA CILIe-
HOMeTaJns, pacliupeHre W U3BUTOCTb BEH TOPTAIBHOM
CHUCTeMBI ¢ TIpU3HAKaMU KaBepHO3HOU TpaHchopMaluu
BOPOTHOM BeHBI B 00J1ACTH BOPOT MEYEeHMU.

IMoctaBneH AWarHo3: TOpTajbHas TUIIEPTEH3US,
BHeTieueHOUHast ¢opMma. Bapuko3Hoe pacmimpeHne BeH
nuiieBoga 3-# cTermeHW. Bapukos cocymoB Kelyaka
2—3-i1 cTenieHu. TacTpomyoneHOMaTUs TUTIEPTEH3UBHAST.

TunepcrieHn3M. 3armIaHUPOBaHO OTIEPATUBHOE JICUCHUE
B ry1aHoBOM niopsiike, Ho 08.2011 r. (9 neT) nocTasieH ca-
HUTApHOI aBUaIMell ¢ KpOBOTeUEHNEM 13 BEH TTUILEBOIA
u xeayaka. OnepupoBaH: HaJOXEHUE CIIEHOPEHATbHO-
TO ¥ ME3eHTEPUKO-PEHAIIBHOTO COCYIUCTOTO aHACTOMO-
3a «00K B 00K». [IMHAMUYECKU HaAOIIOAANICS XUPYPTOM.
ITo pesynsratam Y3U, ®TIC oTMeueHa MOJIOKUTETbHAS
OUHAMUKa.

B Bospacte 12 net (12.2014 1.) BriepBbie 00CenOBaH
B OTHEJIEHUU KaparopeBMaTosiornu JleTckoit peciryoim-
KaHckoi knmHu4eckoir conbHMLBI (JIPKB) ¢ xamoba-
MM Ha OJHOKPATHBIN OOMOPOYHBIN MapoOKCU3M Ha (oHe
¢dusnueckoil Harpy3ku. bbuUin MpoBeneHbI clenyrolme
HCCIIeIOBaHUs: XOITepoBcKoe MoHuUTopupoBaHue DKI,
axoKapauorpadusi, cyTouHoe MOHUTOPUPOBAHUE apTe-
pUABHOTO JABJIEHUsI, YIbTPa3ByKOBas HOTUIeporpacdust
COCY/IOB IIIeH, PEHTIeH IIEHHOro OTHeNia MMO3BOHOUHU-
ka. [To pesynbratam MccieaoBaHUi MOCTABIEH JAUArHO3:
KJIamaHHbBI CTEHO3 aOpTHI JIETKO cTereHu. JIBycTBOp-
YaThIl a0pTalIbHBINM KilanaH. BeretaTuBHast AUCHYHKINS
rnepuoaa mybeprata MO CUMIIATMKOTOHUYECKOMY THUITY
¢ uedanruamMu, apTepuaibHONW AUCTOHUEH. OTHOKpaT-
HBI 0OMOPOYHBII Mapokcu3M. KoppuruposaHHast mop-
TaJbHasl TUTepTeH3Usl. BeIMcaH B CTAOUIILHOM COCTOSI-
HUU, Ha3HaYeHa ceJaTUBHAs Tepariysl.

Yepes 1 ron (11.2015 ) moctynui B KapauopeBMa-
tosnornyeckoe otneneHue JPKDB no noBoay moBTOpHBIX
9MU30/I0B CUHKOME Ha (oHe (u3nueckoll Harpys3Ku.
Ha MoMeHT rociuTanu3anmny COCTOSTHHE TSIKeJI0e TI0 0C-
HOBHOMY 3aboJyieBaHMI0. KOXHBIE MOKpPOBHI OJieTHBIE,
YUCThIE. YMepeHHas MOTIUBOCTh. [1epKyTopHO Ham Jier-
KUMM 3BYK JIETOYHOMN. AYCKYJIBTaTUBHO B JIETKMX JIbIXa-
HUE MMPOBOIUTCS IO BCEM TTOJISIM, BE3UKYIISIPHOE, XPUTIOB
HeT. [TepKyTOpHO rpaHUIIbI CEP/LIA HE PACIIIMPEHBI, TOHBI
PUTMUYHBIE, TPOMKHUE, BbIpaxkeHHBIN akueHT Il ToHa
Han JierouyHoit aprepueii. [leuenb He yBenunueHa. Cerne-
3eHKa He MaJTbITUPYyeTCs.
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Tabauya 3. IMHaMUKa noKa3arteJieil TpPaHCTOPAKaJIbHOI 3X0Kapauorpaduu 00abHOTO A.

JlaTta obcrenoBaHMs

Hoxasarens 22.10.2014 16.12.2015 ¢ 01.03.2016 .
[IpaBoe pencepane He yBenuueHo YBenuueHo VYBenuueHo
JlnameTp paBoTo XKeIya0uKa, MM 14 35 20
CreneHb TPEXCTBOPYATOM perypruTaliu Dusnonornyeckas I Dusnonornyeckas
CIJIA, MM DPT. CT. 23 117 45

JlonoJIHUTENbHBIE 0COOEHHOCTU

MexoKeTyT09KOBast IIEPEropoaKa
MpoJIabupyeT cripaBa HaJaeBO

Ipumeuarue. CIAJIA — cucTONIMYECKOE AaBJICHKE B JIESTOYHOM apTepPUU.

[aHHble N1abopaToOPHOro U UHCTPYMEHTAJIbHOIO
nccnepoBaHumn

BrisiBnena tpomo6oumtorienust (40 000—62000/mi);
MO JaHHBIM OMOXMMMUYECKOTO aHaji3a KPOBU — TMOBBI-
IIeHWe aKTMBHOCTU acrnapTaTaMHWHOBOI TpaHCaMUHAa3bl
(ACT) no 78,0 EIl/n, moBbIllIeHWE YPOBHSI OMIMpYOU-
Ha 3a cyeT HemnpsiMoi ¢pakuuu (oOmuit OMIMpyouH
70,7 MKMOJb/, TIpsiMOW OWIMPYOUMH 15 MKMOJIb/J);
KpOBb Ha MO3roBoi Hatpuitypetnueckuit mentun (NT-
pro-BNP): 143,8 nr/mia (Hopma).

OKI': puTM CMHYCOBBII1, YaCTOTa CEPACUYHBIX COKpa-
meHuit 74 B MuHyTy. OTKJIOHEHUE JIEKTPUUECKON OCHU
cepaua BrpaBo. biokama npaBoit Hoxku Tyuka [uca.
IMpusHnaku runeprpodun mpaBoro xenayaouka. [Toabem
ST-cermenta B otBeneHusx V,-V, 1o 2,0 mm, B I, AVL,
V. 1o 1,0 mm. Jlenipeccus ST-cermenta B oteeneHuax 11
1o 1,0 mm.

Y3U opraHoB OpIONIHO¥ MOJOCTH: YBEJTMYSHME TTPaBOit
noau nedeHu po 135 mm. JlnameTp mopTajibHOW BEHBI
CyXeH 1o 2,8 MM. BeIpakeHHBIN MepuriopTaibHblii hu-
opo3. Cene3zenka yBenmmdeHa, pasmep 130x54 mm. Cene-
3€HOYHAs BeHa paciirpeHa (B 00J1acCTU XBOCTa MOJIKETy-
JIOYHOM XeJie3bl nuameTp 7,0 MM, B BOpOTax Cesie3eHKHU
nrametp 6,1 Mm).

®DIJIC: Bapuko3HOE paciIpeHue BeH muiieBona 1-i
creneHu. lactpuT, OybOUT, yMEPEHHO BbhIpaskE€HHBIE.

PentreHoBckass KommbloTepHasi ToMorpagus: cOCTOsI-
HUE TIOCIe HAIOXKEHMST CTIEHOPEHAJIBHOTO U ME3EHTEPU -
KO-pEHaJIbHOTO aHACTOMO30B, TPU3HAKK KaBEPHO3HOM
TpaHchopMallMy BOPOTHOI BeHbl. HepaBHOMepHasi 11u-
pUHa MPOCBeTa ME3EHTEPUKO-PEHATLHOTO aHACTOMO3A.

Benoapromerpus: ToepaHTHOCTh K (DU3MYECKOIN Ha-
rpy3ke HusKas. [unepToHnyeckuit TUM reMOAUuHAMUKU.
HapyuieHust putMa 1 mTpoBOIMMOCTH HE 3apeTUCTPUPO-
BaHO.

Dxokapauorpadus (BbIMOJHEHA Ha (DOHE NpenACHH-
KONAJIbHOTO COCTOSIHMSI): BBISIBJIeHAa 3HAYWTEJbHAsl JU-
JlaTallMsl TPaBbIX OTAEJIOB CEpAlla U BBICOKAsl JIETOYHAs
rurniepreH3usi. [lpaBbiit kenaymouek 35 MM, JieroyHasi
aprepus 38 MM, BeTBM 10 20 MM. JlaBieHue B JIETOYHOI
aprepun 117/36 MM pT.cT. MexckeaynoukoBast Tepe-
ropoaka Tiposadbupyer crnpaBa HajeBo. CoXpaHSIOTCS
MPU3HAKW JBYCTBOPYATOrO aOPTAJIbHOTO KJlaraHa C Jier-
KAM CTEHO30M M MUWHUMAJIbHON HEIOCTaTOUHOCTBIO.

Tuneprpodust Muokapaa paBoro 1 JIEBOTO KETYJI0YKOB
(Macca Muokapaa 148 r).

3aKII0YMTEbHBIA KJIMHMYECKHil THATHO3: JIeroYHas
apTepuajibHAsA TUNEPTEH3UsA, CBA3aHHASA C BHENEYEHOYHOM
nopranbHoii runeprensueii. HemocraTouHocTh KpoBO-
oopamennsi 1. CocrostHUe TOCe HAJOXEHUS CIUICHO-
PEHAJIBHOTO, ME3eHTEPUKO-PEHATLHOTO aHacTOMO3a
(09.2011 r). BereratuBHast auchyHKIMUS mepuona Iy-
OepraTa ¢ 1aOUIBHOW apTepualbHON TUMEPTEH3UEH.
KnamaHHBIN CTeHO3 aopThl JieTKoi crereHu. MyHK-
IIMOHAJILHO IBYCTBOPYATHIM aopTalbHBIN KiamaH. [u-
mepTpodusT MUOKapaa MPaBOTO U JIEBOTO KEJTYIOYKOB.
BapukosHoe paciivpeHue BeH MuileBoja 1-i cTerneHu.
Ddubpo3 reyeHw.

Hasnauena tepanus: cungeHadpwia uurpar (Pesa-
o) B mo3e 30 mr B cytku. Yepes 3 mec (02.2016 1) ro-
CMUTATU3UPOBAH B TUTAHOBOM TOPSIAKE TSI KOHTPOJIb-
HOTO 00cyeoBaHMs Oe3 aKTUBHBIX kajob. [Ipomomrkaer
nosyyath cuiageHadwia uutpar (Peaumo) 30 mr/cyt.
IMepeHocMMOCTS TTpeTiapaTa yIoBJIeTBOPUTETbHAS.

Ha sTtom ¢oHe oTMeueHa TOJ0XUTeNIbHAs AUMHAMU-
Ka: pebCHOK JIydIlle TIepeHOCUT (hU3UIECKYIO Harpys3Ky,
CHHKOTIE ¥ MX 9KBUBAJICHTOB He OTMe4YeHO. Takke oTMe-
YaIOTCs YIIYJIIIEHWs] B JTAOOPATOPHBIX IMOKA3aTeNsIX: Mo~
BBIIIIEHUE YPOBHS TpoMOoLuToB 10 129 000/M71; B OMOXM-
MUYECKOM aHajn3e KpoBu HopMmanm3anun ypoBHs ACT
(24,0 E[1/n), cHuxXeHUe YpoBHsI 00llIero OuaupyouHa
(24,8 Mmxmonb/1).

DxoKapauorpaMma: TIpaBble OTHEIBI Ceplila yMe-
PEHHO YBEJTMUYEHBI, CUCTOJIMYECKOE TaBJICHUE B JIETOU-
HOW apTepuu CHMU3WIOCH A0 45 MM PT.CT. (10 Tepanuu
117 mm prt.cT.). InHaMKMKa sXoKapauorpaduiecux mpu-
3HAKOB JIETOYHOW TMIIEPTeH3UU TTAallMeHTa MpeACcTaBIeHa
B TabJ. 3.

BbiBoAbI

1. BueneueHouHas IIopTajibHasA TUIICPTCH3UA —
OIHa U3 IMPUYNH pa3BUTUA TAKUX OCJ'[O)KHCHI/Iﬁ, Kak Jie-
To4yHad apTepuajibHasd TUIICPTCH3UA, KOTOpasd MOXET
Pa3BUTHCA OAXKE y YCIICITHO OIICPUPOBAHHBIX OOJIbHBIX.

2. CuHKONaJIbHBIE COCTOSTHUS Yy NainuMeHTOB C KOp-
pI/IFI/IpOB&HHOﬁ BHEIMEYEHOYHOU l'[OpTaJ'[bHOVI TUTICPTCH-
3Ue MTOJKHBI BbI3bIBATH HAaCTOPOXEHHOCTbL B OTHOIIIEC-
HUU JIETOYHOM TUTICPTCH3UMN.
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10.

11.

12.

3. nODTOl’[yJ'lBMOHaI[bHaH TUTICPTCH3UA MOXKET HO-

CUTh KPU30BBII XapaKTep 1 HE BCEeTaa perucTpupoBaThCs
MpU 3XoKaparorpahuu.

4. DxokapauorpacduyeckKuit CKpUHUHT IS BbISIBIIC-

HUS JIETOYHOM TUMEPTECH3UN PEKOMCHIYETCA IIPOBOANTH
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Hepatopulmonary syndrome in pediatric patients (clinical presentation)

A.A. Kamalova'?, A.R. Shakirova®
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TenaTomny,IbMOHAIBHBINA CHHAPOM — PeAKOe OCIOKHEHHe 3200J1eBaAHMIi IeYeHH, Beyllee K HapynieHuio nepdy3un Jerkux u CHIKe -
HHIO OKCHreHAnuu KpoBu. OOCYKIAI0TCA BOIPOCHI AMATHOCTHKHM M JIeYeHHs 3T0ro cunapoma. IlpeacrasieHo coGCTBEHHOE HAOI0-
nenue 11-neTHero pedeHka ¢ BpoKaAeHHbIM (HOPO30M NMeYeHH M renaTonyJIbMOHAIbHbBIM CHHIPOMOM.

Katouesvie croea: demu, 2enamonyabMoHAAbHBLI CUHOPOM, 8DOJICOEHHbLI PUOPO3 NeveHu, NOPMANbHAS SUNePMeH3Usl, MPAHCHAGH-

mauusa nevyeru.
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Hepatopulmonary syndrome (HPS) is a rare complication of liver diseases, resulting in lung perfusion disturbances and reduction
of blood oxygenation. We report a case of hepatopulmonary syndrome in an 11- year-old-boy with congenital liver fibrosis.
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BSaI/IMOCBHSB MEXIy 3a00JIeBAHUSIMU TIEYEHU U JIeT-

kux Obuta 3ameueHa M. Fluckiger, koTopslii Briep-

Bble OINMCal KIMHWYECKOE HaOMIoAeHWEe MalUueHTKU

C coYyeTaHMeM LIMPpo3a TMeYeHU, 1IMaHOo3a U U3MEHEHUN

KOHIIEBBIX (DaJlaHT TaIbIeB B BUAE «0apabaHHBIX Majio-

yek» [1]. Tonbko yepes 100 net T. Kennedy n R. Knudson

Jajii orpejiesieHre TernaTonyJIbMOHAIBHOMY CUHAPOMY

KaK KJIMHUKO-TIATOJJOTUYECKOMY COCTOSTHUIO, XapaKTep-

HBIMM TPU3HAKAMHM KOTOPOTO SIBJISIIOTCST THITOKCEMMUST

W OuaTalusi BHyTPUJIETOUHBIX COCYNIOB [2].
[enarornyTbMOHAIBHBIN CUHAPOM BKIIIOYAET TPUALY

MPU3HAKOB:

1) Hanmuuume 3aboyieBaHUSI TIEYEHU W/WIM CUHIpOMaA
MOPTAJLHOM TUTIEPTEH3UH;

2) nunaTaluio JIETOYHBIX COCYIOB;

3) runokceMuio (MapuUMaIbHOE [aBJAEHWE KHUCIOpOona
B apTepuaibHOi KpoBu (p,0,) <70 MM PT. CT.) pu OT-
CYTCTBUHU KapAMOPECTIUPaTOPHbBIX 3a00JeBaHMii [3].
PacrnipocTpaHeHHOCTh TemaToIyJbMOHAIBHOTO CUH-

npoMa y OOJIbHBIX IIMPPO3OM TEYeHU BapbupyeT OT 4

110 47% , mpudeM cpeay KaHIUIATOB Ha TPAHCIUIAHTALIUIO

MeYeHW 3TOT CUHApPOM BcTpedaeTcs B 15—20% ciyya-

eB [3, 4]. Taxkoii mmpoKuii 1Mamna3oH IokaszaTesieil pac-

MPOCTPAHEHHOCTU CUHIPOMA MOXET OBITh OOBSICHEH

pasIMUYHBIMUA KPUTEPUSIMU OTIPEJeICHUST apTeprualbHON

© Konnektue aBTOpOB, 2016
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TUTIOKCEMUU B McclienoBaHusIX. OMUcaHbl clydau pas-
BUTHST TeTNaTOMyJbMOHAJIBLHOTO CUHIpPOMa Y OOJBHBIX
C TMOPTaJIbHOM TUTIEpTEH3UEN, TP TPOMOO3€e BOPOTHOM
BEHBI, BPOXXIEHHOM (hrbpo3e TeyeHu, cuHapome ban-
na—Kwuapu, a TakKe y MalMeHTOB ¢ OCTPBIM M XPOHU-
YECKUM TeIaTUTOM (B TOM YHUCJIe BUPYCHOW 3TUOJIOTHM)
0e3 NpuU3HaKoOB nopTaabHOil runepreH3un [5—10]. Heob-
XOIMMO OTMETUTD, UTO TSIKECTh TeMaTOMyJIbMOHAIBHOTO
CHHIpOMa He BCerja HarpsMylo KOppeJTUpyeT C TsoKe-
CThIO 3a00eBaHus neyeHn [5—8]. B mocTtymHoit oreve-
CTBEHHON JIUTEpaType MBI He HAIILIM JAHHBIX O PacIpo-
CTPaHEHHOCTH 3TOTO CUHIpOMa y IETEH.
ITaToreHeTUYECKYI0O OCHOBY TeIaToIyJIbMOHATb-
HOTO CHUHApPOMa COCTaBJISIET BHYTPUJIETOYHAS] Ba30aM-
Jlatalusi, OJHAaKO JO HACTOSIIErO0 BpeMeHU IaToreHe3
CUHIpOMa HEIOCTaTOYHO siceH. [lpn mopTaJbHON TH-
MepPTeH3UN UMEET MECTO TPaHCIOKallUsl TpaMHeTaTUB-
HBIX OaKTepHUit U SHIOTOKCUHOB, YTO BeIET K aKTUBALIUK
BBICBOOOKIEHUST MEIMATOPOB BOCTIAJIeHUST — (haKTopa
HEKpPO3a OMyXOJIM U OKCHUIA a30Ta, KOTOPBIE MPOSBIISIOT
CcBOM Ba3oakTuUBHEIE cBolicTBa [11, 12]. IIporpeccupo-
BaHMIO TEMaTOMyJIbMOHAJTBHOTO CUHAPOMA CITIOCOOCTBY-
er Takxke cuctema sHaoTenuHa-1 [13]. TloBbleHHas
AKCIpPeCCUs SHAOTEIMHOBOTO pellenTopa Tnma B Ha mo-
BEPXHOCTH BSHAOTEIMATBHBIX KJIETOK acCOLMMpoBaHa
C YCUJICHHOI BbIpaboTKOI okcuaa azota [11]. M3meHe-
HUSI COCYIOB JIETKHMX TIPU TeNaTOMyIbMOHAJIBHOM CUH-
JIpOMe XapaKTepU3YyIOTCS UX pacIIMpeHreM Ha ypOBHE
MpeKanuuUISIpOB M KanmuuisipoB (YBeJTMYeHUE TUaMeTpa
oT 15 1o 60 MxMm, MakcuMaiabHO 10 500 MKM), a TakxKe
obpa3oBaHUEeM TIPSIMBIX apTEPUOBEHO3HBIX IITYHTOB.
CrnencTBUeM 3TOTO SIBISIETCS IIIYHTUPOBaHUWE KPOBU
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crpaBa HaJeBO U HECOOTBETCTBUE MEXIY BEHTUJISIIIUCH
u nepdysueit Jerkux. B pesynabraTe pa3BuBaeTcsl Hapy-
IIeHWEe OKCHUTeHAllMM KPOBU W JbIXaTeJibHash HeIoCTa-
TOUHOCTE [ 14, 15].

XapakTepHbIMU KJIWHUYECKUMU CHUMIITOMaMU Te-
MaTOMYJIbMOHAJIBHOTO CHHApOMA SIBJISIFOTCSI  OJIbIIIKA,
YCWJIMBAWOIIASICSI B BEPTUKAIBHOM TIOJIOXKEHUU, U 1IM-
aHo3 [13, 14, 16]. HapactaHue OABIIIKK MPHU TEPEXOIE
W3 TOPU3OHTAJIBHOTO TTOJIOKEHUSI B BEPTUKAJIBHOE HOCUT
Ha3BaHUE TUIATUITHOA. JIaHHBII CUMIITOM CBSI3aH C TEeM,
YTO COCY/bI MPU TenaToIyJIbMOHAILHOM CUHAPOME pac-
HIUPSIIOTCS TTPEUMYIIIECTBEHHO B HUXKHUX OTHeaX Jier-
KHUX 1 IaBJICHUE KUCJIOPOia B apTepUalibHOI KPOBU B MO-
JIOXKEHUU CcTosl cHUXaercs (opTtoae3okcus). Oplilika
HEYKJIOHHO TIPOTPECCUPYET U CO BPEMEHEM CTaHOBMTCS
nocrositHHO. [lpu  TskeaoM  remaTomnmyJIbMOHATIBLHOM
CUHIPOME MMEIOT MECTO TeJeaHTUIKTA3UU, U3MEHEHMUSI
IUCTAJIBHBIX (aJlaHT TaJblIeB IO TUITY «0apabaHHBIX
MajioyeK», 1MaHO3 Ty0 W HOTTEBBIX JIOXK. Y HEKOTOPBIX
OOJILHBIX MOTYT Da3BUBAThCSl TaKWe BHEJIETOUHBIE OC-
JIOXKHEHUS, KaK TTOJUIIUTEMUS] U BHYTpUUYEPETTHBIE KPO-
BousnusHus [13, 16].

HavaabHBIM 3TamoM OMAarHOCTUKU TemaToIyJIbMO-
HaJIbHOTO CHHApPOMA SIBJISIETCSI TYJIbCOKCUMETPUSI, TO-
3BOJISIIONIASI  OLEHUTh TepuepuuecKyro caTypaluio,
a TaKXKe MCClieJoBaHNEe Ta30BOT0 COCTaBa apTepUabHOM
kpoBu [16]. IIpu carypanuu apTepuaibHO KPOBU Me-
Hee 92% B BepTUKAJIbHOM TTOJIOKEHUM W/WITA CHIDKEHU N
9TOTO ToKa3aTesst 6ojiee yeM Ha 4% B TOPU3OHTATEHOM
MMOJIOXKEHUU OTIPENEJISIIOT Ta30BbIii COCTaB KPOBU B TMO-
JIOXKEHUSIX JiexXa u crost. [Ipu oOHapyXKeHUN CHUXKEeHUS
MmapiragbHOTO JaBJIeHUs KUCIOpOoaa, KOTOpoe HapacTa-
eT TIpY TIepexofie B BEPTUKaAJIbHOE TOJOXEeHNEe Tea, pe-
KOMEHJIyeTcsl TIpoBeJieHue HEMHBAa3MBHOW KOHTPACTHOM
axokapauorpadum — MeTona, SIBJSIONIETOCs! «30J0ThIM
CTaHAAPTOM» BBISIBJICHUSI BHYTPUJIETOUHOM Ba3oamJiaTa-
1. B KauecTBe KOHTPACTHOTO TIperapara uCroJb3yeTcst
pacTBop, 00pa3ylLIUil MUKPOITY3bIPbKU pa3zMepoM 00-
see 15 MM [16]. Muranauums 100% kuciopoaa moMoraeT
OTJIMYMUTh (HDYHKLIMOHABbHOE LIyHTUpoBaHue (p,0, pe3ko

Mopo3speHue Ha IMC

<97% < [lynbcoKCUMETPUA ) > 97%

M3mepeHue rasos
apTepuanbHo KpoBY
p,0, <70% nnu
1 A-arpaguenta

WckniounTb gpyrue
NPVYMNHDI OABILKA:
acuyuT, OXMpeHne

Mopo3peHne Het Uckniountb
CamMoCToATEeNIbHbIE

Ha [TIC 3aboneBaHuA
cepaua n nerkux
na

IXOKT

) ) ()
IC w2 st 17

Rg nerkux, KT nerknx,
cTpecc-OxoKr n ap.

Puc. 1. AnropuT™ QMATHOCTHKM NPH TOXO3PEHHH HA Tremaro-
nyabMoHabHbI cuaapom (I'TIC).

XIll POCCUNCKASI KOH®EPEHLNS «MEQUATPUSI U AETCKASI XUPYPIsi B MPUBOJDKCKOM DELEPAJIbHOM OKPYTE»

yBeuuIMBaeTcss 10 >600 MM PT.CT.) OT aHATOMUYECKOTO
(mpupocr p O, <150—300 MM PT.CT.). AJITOPUTM JUarHo-
CTUKH TIPU TIOJO3PEHNH Ha TeTaTOMYIbMOHAIBHBIN CHH-
JIPOM TIpeICTaBlIeH Ha puc 1.

CornacHo knaccudukanumu EBponelickoro pecrnu-
paTopHOTO O0IIeCTBa, TSKECTh TelaTOMyJIbMOHAIBHOTO
CUHIpOMA OTPENEeSIeTCS] CTEMEeHbI0 TUITOKCUM, OCHO-
BaHHOW Ha M3MEHEHWH MaplMaJbHOTO TaBIeHUs KUCIIO-
poza B apTepuasibHoii kposu (p,0,):

* gerkad (p,0, > 80 MM pT.CT.);

* ymepenHas (80 > p O, > 60 MM pT.cT.);

* Taxenas (60 <p O, <50 MM pT.CT.);

¢ KpaiiHe Tsxenas (p,0, < 50 MM pT.CT.) CTENeHb [bIxa-

TeJIbHOI HEeA0CTaTOYHOCTH [14].

IIporHo3 TIpuM TeMmaTonmyJIbMOHATBLHOM CUHIPOME
cepbesHblif. JletanbHOCTh cocTaBisger 41% B Tipene-
Jlax cpeaHero Tepuoaa HabmoaeHust ot 2 no 5 aet [17].
B cBsI31 ¢ 9TMM 0C00YI0 aKTYaIbHOCTh TPUOOPETAET CBO-
eBpeMeHHasT IMarHOCTUKa CUHAPOMA Y JeTeil ¢ TaToJio-
THel TIeYeHN.

B nmocTymHOI OTEUeCTBEHHOW JUTepaType MbI
He BCTPETWJIM ONMMCAHUS KIMHWUYECKUX CITyJaeB pa3BU-
THS TEMaToNyJIbMOHATBLHOTO CUHAPOMA Y eTeli. B cBsI3u
C TSDKECTBIO JAHHOTO OCIIOXKHEHWSI, TPYIHOCTIMM Ora-
THOCTUKYW M Tepanuu TIpeACTaBIsieM COOCTBEHHOE Ha-
OntoneHune 3a peOEHKOM C BPOXIEHHBIM (DUOPO30M me-
YeHM U TeMaTomyJIbMOHATbHBIM CUHAPOMOM.

Manvuuk 11 7eT TOCTYIIII € 3KajT00aMI Ha TTOBBIIIICH-
HYIO YTOMJISIEMOCTb, OABIIIKY TIPY (PU3NIECKOI HAarpy3Ke
U aKpOLIMAHO3.

W3 anamHe3a 3a00y1eBaHUST M3BECTHO, YTO B BO3pac-
Te 4 JeT peGeHOK ObUl TOCMUTAIU3UPOBAH B KIMHUKY
¢ XamobaMM Ha TIEpUOAMYECKOE TTOBBIIICHUE TeMIlepa-
Typbl 710 (eOpuiIbHBIX 1MGpP, TrenaToCTUIEHOMETATNIO0
W HOCOBBIE KpOBOTeUYeHUs. B aHammM3ax KpoBU — TPOM-
OGOLIMTOIIEHNS, B OMOXMMUYECKUX aHAIN3aX — TTOBBIIIE-
HHUE YpOBHS TpaHCaMWHa3 10 1,5 HOpM M He3HAYUTEITb-
HOE€ TIOBBIIIIEHWE YPOBHS OMIMpPYOMHA 10 29 MKMOJIb/JI.
ITpu ynbTpa3ByKOBOM MCCIIETOBAHUKM OPraHOB OPIOLTHOM
MOJIOCTU HAOMIONANIOCh HE3HAYUTETbHOE YBEJIMUEHME
MeYeH, HEOJHOPOMAHOCTh MAapeHXUMBI TeYeHU, 3HAYU-
TeJIbHOE YBEJUYCHUE Pa3MepoB celie3eHKH (+6 cM), pac-
mupenHue V. lienalis. [1pu 330¢paroracrponyoneHOCKONMUU
00HapyXKeHO BapMKO3HOE paclIMpeHue BeH MUIIeBOaa
1-2-1 crenenn. Kpome 3TOro, orpenessyicss BBICOKMIA
tutp anturen (IgM u IgG) K TokcomnazMaM, Haauyue
KOTOPOTO BKYIEe C OMMCAHHBIMU KJIMHUKO-JIab0opaTop-
HBIMA TIPOSIBIICHUSIMU TTO3BOJIMJIO TTOCTaBUTh TUATHO3:
TOKCOIUIa3Mo03, IIpuodpereHHas popma. Ha pone cerm-
¢ryeckoit Tepanuu MOJyYeH XOPOILIMH KIMHUKO-J1abo-
paTopHbBIii 3 @EKT, OMHAKO HaIU4YUe TMOPTATBHOU TH-
MepTeH3UH TPeOOBAIO TPOIOIKEHUST JMATHOCTUYECKOTO
rnmorcka. B xome HaOMIOmeHUST UCKITIOYEHBI CIIEAYIOIINe
3a00JIeBaHUST: MYKOBUCIIMIO3, ayTOMMMYHHBIN TETaTHT,
XPOHUYECKHEe BUPYCHBIE TEMaTUTBI, 60Jie3Hh BriibcoHa—
KoHoBaoBa, 60J1e3H1 HAKOTUIEHUsI, aMUHOALIUIOTIATHH,
NeUIUT 0-aHTUTPUTICUHA, COCYIUCThIC aHOMAJTAH.
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IMpoBenena Ouornicus meyeHu. [Ipu THCTONOTHYE-
CKOM WCCIeOBAaHUN TKAHU TIEYEHU OTPEAEIISIIUCh pac-
MpOCTpaHEHHbIE YYaCTKU (DUOPO3HON TKAHU TI0 XOMY
MOPTAJIbHBIX TPAKTOB C MEJTKMMU W KPYITHBIMU (IMJIATU-
POBaHHBIMU W Je(OPMUPOBAHHBIMU) XKETYHBIMU TIPO-
TOKaMHW U1 MUHUMAJIbHOM JTUMMOUTHON MHMPUIBTpaLIMeii.
YoeauTeabHbIX TaHHBIX O HAJMYUW TeraTuTa Wiau (Gop-
MMPOBAaHUM LIMPpo3a He ObL1o. [McTOMOTHYECKe U3Me-
HEHUST COOTBETCTBOBAIN BPOKIACHHOMY (prOPO3Y TIeUeHH.
TakuMm oOpa3oM, OBbUI TOCTaBJICH OKOHYATEJIbHBIM JTHa-
THO3: BPOXICHHBIN (hrOPO3 TIeUeHN; CHHAPOM MOPTaTb-
HOW TUTIEPTEH3UN ¢ BAPUKO3HBIM pacIIMpeHEM BeH MH-
1eBoja 1-i cTerneHu u cruieHOMerajauei.

B nanbHeiiireM peGeHOK HEOTHOKPATHO TOCITMTATN-
3UPOBAJICS B cTallMOHAp. B mMHaMuKe HaGII0IAI0Ch PO~
rpeccUpoBaHre CHHAPOMA MOPTATbHON TUTIEPTEH3UH.

B Hacrosiylo rocnuTanud3alnio, KpoMe Kajiob
Ha OJBIIIIKY, 0Opallaan Ha cebsl BHUMaHUE aKpOLIMaHo3,
LIMaHO3 Ty0, CIAM3HMCTBIX TOJIOCTU PTa, sI3bIKa, a TaKXKe
HaJlMuve TeJIeaHTUIKTa3uil Ha JINIe U TyjoBuie. [prxa-
HUE TIPOBOAMIIOCH TTO BCEM TTOJISIM, Be3UKYIsipHOe. [pa-
HUILBI cepaia He ObUTM paclIMpeHbl, TOHbI PUTMUYHEIE.
INeyenp magpnupoBasach HUXe pedepHON Tyru Ha 1 cM,
Kpail 3aKpyrJIeHHBIA, TIIOTHORJIACTUYECKONM KOHCUCTEH-
mun. Cene3eHKa MajJbIIApoOBajach HA 8§ cM HUXKe pedep-
HOIi 1yTH, MJIOTHOW KoHcucTeHmu. [locne dusndeckoii
Harpy3kKyd OTMeYasloch TaxumHod 10 30 JBIXaTeJbHBIX
NIBVDKEHUWI B MUHYTY.

B pesynsraTe TIpOBeNEeHHBIX JAOOPATOPHBIX WC-
cleloBaHU ObLTM  OOHApYXKEHBI: TPU3HAKW TUTEP-
crieHn3Ma (JeiikoneHust go 2,5+ 10°/m, TpomMOGouUTO-
rennst 53+ 10°/71) BBICOKME TIOKAa3aTeld TeMOTIOOWHa
u rematokputa no 188 r/m m 57,8% COOTBETCTBEHHO;
B OMOXMMHUYECKOM aHaJlu3e — TUIEepOUIMPYOUHEMMUST
o 43,5 MKMOJIb/JT 3a CcYeT HempsiMoil ppakimu, CUH-
npoM 1MToiu3a (aJaHmHamuHoTpaHchepaza 101 E/m,
acnaptatamMmuHoTpaHcdepasa 94 E/n), yBeanueHue ypoB-
HS TaMMa-TJIyTaMuiITpaHcenTraassl 1o 65,7 E/n. Tlo-
Kazatenu oOiiero Oejka, aabOyMMHOB, (UOpUHOreHa
U TIPOTPOMOMHOBOTO WHIEKCA OCTaBAJINMCh B TIpenerax
HOpPMEI. PeHTreHorpadus jgerkux, uccienoBaHne QyHK-
LM BHEIIHEro AbiXxaHusl; axokapauorpadus (DxoKI)
He BBISIBUJIN CEPbe3HOI IMaTOJOTN.

COBOKYITHOCTh KJIIMHUYECKMX JaHHBIX, PE3YJIbTaTOB
JTabOpaTOPHBIX M MHCTPYMEHTAJbHBIX METOIOB, B YacT-
HOCTH Hayimuue y pebeHka GmbOpo3a nmeyeHu ¢ CUHIPO-
MOM TIOPTaJIbHOW THUIEPTEH3UM, OJIBIIIKM, IMaHO03a,
a TaKKe TeJleaHTUIKTa3uil Ha KOXKe, MMO3BOJIMIIN 3aT010-
3pUTh pa3BUTHE Y peOeHKA TAKOTO CEPhe3HOTO OCITOXKHE-
HUSI, KaK TermaTonyIbMOHAIBHBIN cuHAPOM. [ToCKOIbKY
JIJIST 3TOTO CUHAPOMA XapaKTepHa BhIpaskeHHasT TUTTOKCe-
MM, Y TIAlIMEHTa ¢ TTOMOIIBIO TYJTbCOKCUMETPUM OTIpe-
nIensiach Tepudepudeckas caTypamust apTepuaibHOR
kposu. Catypauust O, (SpO,) cocraBuia B MONOKEHUU
sexa 85 n 86% Ha TIpaBOif M JIEBOW PyKe COOTBETCTBEH-
HO, a B TIOJIOXXeHUU cTtost — 65 m 68%. Yacrora nmbrxa-
HUST B TIOJIOKEHUM Jiexka — 21 IbIxaTeJlbHOEe JBUKEHUE
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B MUHYTY, B TTOJOXEHUM CTOSI — 30 IbIXaTeJTbHBIX IBU-
KeHUI B MUHYTY. TakuM oOpa3om, HaMu ObLJIN BbISIBIIE-
HBI OPTOJACOKCHS U TUIAaTUITHOD. HeoOXoamMo OTMETUTD,
YTO TUTATUITHOS (BO3HUKHOBEHME WY YCUJICHUE OIBIIIIKH
MpHU Tepexolie B BEPTUKAIBHOE TMOJOXEHNE, BI3BAHHOE
YCWJIEHWEM INYHTUPOBAHUSI KPOBU B 0a3ajibHBIX OTJIE-
JlaX JIETKUX) M OpTofeoKcust (yMeHblleHue pO, Gonee
yeM Ha 3—10 MM PT. CT. TIpU TIEpEX0/ie U3 TOPU3OHTAIBHO-
ro B BEPTUKAJIbHOE TIOJIOXKEHNE) OTHOCITCS K Hambosiee
TUITUYIHBIM TIPOSIBIICHUSIM TeTaTOMYJIbMOHAIBHOTO CHH-
Jpoma.

B Hacrosiiiee Bpemsi «30J0TbIM CTaHAAPTOM» JUa-
THOCTUKM BHYTPWJIETOYHOM Ba3oAWJIaTallMd TIpU3HaHA
NIByXMEpHasi TpaHCTOpakalibHasi KoHTpacTHas OxoKI.
B xavecTBe KOHTPAacTHOTO TIperapara WCITOIb3YeTCs
B300JITAHHBIN COJIEBOU paCTBOP UM KOMMEPUYECKUE KOH-
TpacTHBIE TIperaparhl, KOTOpble BBOISAT BHYTPUBEHHO
(10 mJ1) TpeMsl OBICTPBIMU MOCAEN0OBATEIbHBIMU HaXKaTH-
sIMU Ha TiopIeHb 1mmpuna [16]. TTocie BBegeHUsT pacTBO-
pa MMKPOTMY3bIPHKHM KOHTPACTHOTO BEIIIeCTBA BU3YaTU3U -
pytotcst ¢ romonibio DxoKI' B mpaBbIX KaMepax cepala.
TTockonbKy nuamMeTp MUKPOITY3bIpbKOB (>15 MKM) mpe-
BBIIIAET JAUMaMeTp KamwuisapoB (8—15 MKM), OHU «3a-
XBaThIBAIOTCS» JIETOYHON KaNUJUIIPHOW CEThIO M HE JI0-
CTUTalOT B HOpME JIEBBIX OTHEJOB cepaua. B ciydae
BHYTPWICTOYHOU Ba3omMIaTallii, apTepuOBEHO3HO3HOTO
IIYHTUPOBAHUS WU HAJIWYWS BHYTPUCEPACYHBIX IIyH-
TOB MUKPOITY3BIPbKH TTOTAAAIOT B JIEBBIE OTIENBI Cepara
(puc. 2.). Buzyanusaiiusi KOHTPaCTHOTO BELIECTBA B Jie-
BBIX KaMepax cepilia B TeueHue 3—4 cepleuHbIX COKpa-
LIEHWI OT MOMEHTa BHYTPUBEHHOTO BBEICHUS TIperapaTa
yKa3bIBaeT Ha BHYTPUJIETOYHOE IIYHTUPOBAHUE KPOBU
B paMKax TemaTOMyJbMOHAJIBHOTO CUHApoMa (MpU WC-
KJIIOUEHMU CeNTaTbHBIX 1e(EKTOB Cepla, TPOTEKAIOIIMNX
€0 cOpOCOM KpPOBHM CIpaBa HaJleBo).

B namem ciyyae OGosbHOTO, 1Mo gaHHBIM OxoKIT,
¢ BBejlieHUEM (DU3UOJIOTMUECKOTO PacTBOpa B JIYYEBYIO

Puc. 2. Busyaau3anusi KOHTPACTHOTO BENIECTBA B JIEBbIX OT/E-
Jax cepaua (00bSICHeHHE B TEKCTE).




BEHY PETrMCTPUPOBATINCH MUKPOITY3bIPbKM BO3IyXa CHa-
yaJia B MPaBbIX OTAEIaX CEpIlia, 3aTeM B JeBbIX. CenTalb-
Hble nedekThl He OblIM oOHapykeHbl. CrenoBaTesibHO,
nanHuble OxoKI moaTBepauian Haauyme BHYTPUIIETOU-
HBIX apTePUOBEHO3HBIX IIYHTOB. AHTHOIYJIbMOHOTpA-
(st ¥ 30HIMPOBAHME MOJIOCTEN Ceplla C OTpeneeHUEM
WHBA3WBHOTO JAaBJICHUST U caTypallii KUCIOpOaa TaKxKe
He 0OHAPYKUJIU CeNTATbHBIX 1e(DEKTOB 1 apTepUOBEHO3-
HBIX IITYHTOB Ha YPOBHE KPYITHBIX COCYIOB.

Takum obOpaszom, 10 pe3ynbraTaM TPOBEIECHHBIX MC-
cJeIoBaHMI OBUT TTOCTaBJIeH OKOHYATEIbHBINA IUarHo3
remnaToIyJIbMOHATLHOTO CUHAPOMA.

K coxanennio, 3Gh@MEKTUBHBIX HEXUPYPTUYECKUX
Ccrnoco0OoB JIeYeHUsI TenaToNMyJIbMOHAJILHOIO CUHIpOMa
He CyllecTByeT. PaccMmaTpuBaroTCsl pasiuyHbIe METOIBI
MeINKAMEHTO3HOM Teparuu, HarpaBJieHHbIe Ha CHUKe-
HHUe TIPONYKIM oKcuaa a3ota [18]. B HacTosee BpeMs
MeIMKaMEHTO3Has Tepanusl, Jaxe eCJii OHa OKa3bIBaeT-
cs1 3((HEKTUBHOM, OCTAETCS JTUIITb «MOCTUKOM» K TPaHC-
TJIAHTALIM K TIeYeHM.

OCHOBHBIMU JIeYeOHBIMU MEPOTIPUATUSIMU TIPU TeTIa-
TOITYJIbBMOHAJIbHOM CHUHAPOME SIBJISIIOTCS KHUCJIOPOIOTE-
parus ¥ opToTONMUecKast TpaHCIIaHTaus neuyeHun. He-
CMOTpSI Ha TO YTO KUCJIOPOAOTEPATIUS Y 3THX MAlleHTOB
HE B COCTOSIHUU TIOJIHOCTBIO YCTPAHUTh TMITOKCEMMUIO,
B JIUTEpaType OIKMCHIBAETCS BBIPAXKEHHBIN KIMHUYE-
ckuit apdexT y yactu 60abHBIX [ 19]. B Hacrosiee Bpemst
ITATESIbHAsT KUCIOPOA0OTeparsi peKOMeHJI0BaHa BCEM
MaleHTaM C TenaToNMyJIbMOHAIBHBIM CUHIPOMOM, He-
CMOTpSI Ha TO YTO HET JI0OKA3aTEeJIbCTB YIYUIIEHUST BBIKM-
BaeMOCTH O0OJIbHBIX Ha (hOHE JAaHHOTO METO/IA JICUCHUS.

B oTHolIeHWM TpaHCIUTAHTAIlUM TIeYeHW TIpU Te-
MaToIyJbMOHAJIBHOM CUHIPOME WMEIOTCSI TIPOTUBO-
peuuBble cBemeHuss. C OMHOM CTOPOHBI, MO HAHHBIM
P. Lange u J. Stoller, y 85% Takux G0JbHBIX TPaHCITIAH-
Talusl TIeYeHU TPUBOAMIIA K 3HAYMTETbHOMY YIIydllle-
HUIO WJIM TOJIHOMY MCUYe3HOBeHHUI0 ruriokcemuu [20].
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Viny4diieHue OOBIYHO HACTYIIAJIO HE cpa3y, WHOrma Te-
pUOA BOCCTaHOBJICHUSI Ta3000MeHa cocTaBisii 1 Toj.
C npyroit ctoponsl, 1o naHHeIM M. Krowka u coaBr.,
MpHY TenaToOMyJIbMOHAJIBHOM CUHIPOME TOCITUTAIbHAS
JIETAJTbHOCTh CPEIM PELUTTMEHTOB TeYeHN TOCTATOYHO
BbIcoKa (16%). ABTOpBI OTMEYalld, YTO Y YMEPIIUX pe-
UWITMEHTOB Mokas3aTean p,O, ObUTM 3HAYMTENBHO HUXE
(37 MM pT.CT.) IO CpaBHEHUIO C BBIKMBIIUMU PELIUTIH -
eHTaMu (55 MM pt.cT.) [21].

Takum oGpa3om, opToTOomMYecKasr TpaHCIUIaHTALIMS
MeYeHN MOXET OBITh PEKOMEHIOBaHa OOJBHBIM C IMPO-
TPECCUPYIOIINM, HO He TSIKEJIBIM TeNaTOMyJIbMOHATEHOM
cuHapomom [11]. JletaabHOCTh OOJIBHBIX Haxe MoOcCie
TPaHCIUIAHTALIMU TIeYeHU OCTAeTCS] BBHICOKOWM, TOMMYIHAsI
BBIKMBAEMOCTb B OMTHOM KOTOPTHOM MCCJIEIOBAHUU CO-
craBuia 71% [22]. B HacToslee BpeMs TIpU PaCCMOTpE-
HUU MTOKa3aHWI K TPaHCTIIAHTAIlN TICUeHU YIUTHIBACTCST
CTEeTIeHb TUTTOKCEMUN Y OOJIBHBIX C TemaToITyIbMOHAb-
HBIM cuHApoMmoM. PaGouasi rpynma EBpomeiickoro pe-
CIMPATOPHOTO O0OIIIecTBa IO TeNMaTOMyJIbMOHABHBIM
COCYIMCTBIM PACCTPOMCTBAM PEKOMEHIYET MPOBOANTH
TPAHCIUIAHTALIMIO TeYeHW OOJbHBIM C TeNaTOMyJIbMO-
HaJTbHBIM cHHApPOMOM Tipu p,O, > 50 m < 60 MM pT.cT.
¥ UHIWBUAYAJIbHO PacCMaTpUBATh KaXIbIi Clyvail, ecliu
p,0, <50 mm pr.ct. [14].

B HameM ciyyae maupeHTy OblTa BBITTOJTHEHA POJI-
CTBEHHAsl TpaHCIUIaTallMs TIeYeHU, YTO TTO3BOJUIO KYy-
MUPOBaTh TMPOSBICHUs TeNMaTOMYJIbMOHAIBLHOTO CHH-
npoma.

TakuM 06pa3oM, renaTomyJIbMOHATbHBIN CUHIPOM —
TSIKEJIOe OCJIOKHEHUE, COIMPOBOXAAIOIIEeCs] BBICOKOM
JIETAIbHOCTBIO W TPEICTABISIIONIEE CEPbE3HYI0, 10 Ha-
CTOSIIIIETO BPEMEHU TPAKTUYECKU HE PEIIeHHYIO IMpOo-
6memy. OueBMOHO, YTO JIMIIL PaHHSS OUAarHOCTHKA
CHHIpOMa W CBOEBpEeMEHHasT KOPPEKIIMs HapyIIeHUH Te-
MOJVHAMMKY TIO3BOJISIT HANESIThCS Ha YCIIEITHOE pele-
HUE yKa3aHHOI MPOOJIEeMBI.
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CHkeHne MUHEPAJIbHOM IJIOTHOCTH KOCTH Y JieTell ¢ runepKaJbuuypueii, HeppoamTuazom
U He(hpOKAIBIIMHO30M

C.B. Manvyes, T.B. Muxaiinosa, C.C. Bunokyposa

FBOY AMNO «KasaHckas rocynapCTBeHHas MeamLUmMHeKas akaagemms» Munagpasa Poccun, KasaHb, Poccus

Reduced bone mineral density in children with hypercalciuria, nephrolithiasis
and nephrocalcinosis

C.V. Maltsev, T.V. Mikhailova, S.S. Vinokurova

Kazan state medical Academy, Kazan, Russia

IIpencraBiensl pe3yasTaTtsl oociaenosanus 105 nereii B Bo3pacre 1—16 jiet, y 22 U3 HUX AMATHOCTUPOBAH HedpoKaabimHo3, y 11 —
HedpoauTHas Ha ¢oHe runepKATLIUYPUH, Y 23 HAGMIOAAIACH THIIEPKATBIMYPHs 0e3 00Pa30BaHUsi KOHKPEMEHTOB M KAJIbIUHATOB
B OpPraHax Mo4eBoii cucrembl; 49 ieTeii CTPAIAIM XPOHMYECKHUM OOCTPYKTHBHO-AUCMETAOOIMIECKUM NHeoHedpuToM. Y nereii
C rUnepKajIbiuypueil, HeppoMTHAZ0M U He(PPOKATIBIMHO30M CHIDKEHHE MUHEPAJIbHOI IIOTHOCTH KOCTH Hadonanoch y 45% ne-
Teii, P XPOHUYECKOM OOCTPYKTHBHO-IUCMETA00INIECKOM mHesioHedpuTe ocTeonenus Oblia BbisiBiaeHa y 51% GombHbIX. CHE-
JKeHHe MUHEpPAJIbHOI MJIOTHOCTH KOCTH Y JIeTeil ¢ rumepKajbIiypueii MoBbIAI0 PUCK pa3BuTHs nepesomos. IlepesoMsl KocTeii
B aHamHe3e umenn 1/3 nereii ¢ ocTeoneHueii, ByX- U TPEXKPATHbIE TEPEIOMbI HAOIIONAMNCH B 3 pa3a vaiie, YeM y JeTeii rpymimbl
CpaBHeHHs. YBeJluueHHe B CbIBOPOTKE KPOBH COJIepKaHUA KOCTHOTO H30(hepMeHTa Hiei0uHoi (hocdaTaspl U Kucioii pocdarassi oT-
PaxKaJio PABHYIO CTeNeHb BHIPAKEHHOCTH KAK NMPOIIECCOB KOCTHOI Pe30pOIMM, TAK U KOCTe00PA30BAHNUA Y eTeii C THIePKAIbIHYPH-
eii. Y 00JIbHbIX XPOHMYECKHM MHeJIOHe()PUTOM C BHIPAKEHHO# 0CTeoneHHei HA0I0IaI0Ch YCHIIeHHE TIPOLeCCOB KOCTHO# pe3opoimn
10 OTHOUIEHHIO K KOCTEO0PA30BAHHUIO.

Karoueevte caoea: demu, eunepkansyuypust, Heghpoaumuas, HepoKarbyuHo3, NUesOHePPUM, CHUNCCHUE MUHEPANbHOU NAOMHOCIU
Kocmu.

Ansa uutuposanums: Manbues C.B., Muxavinosa T.B., BuHokypoBa C.C. CHuxXeHne MUHePasabHON na0THOCTU KOCTU y AIETEV C runepkasbLnypue,
HepponnTnasom n HecpokanbLmMHO30M. Poc BecTH nepuHaton v neauatp 2016; 61: 5: 160-165. DOI: 10.21508/1027-4065-2016-61-5-160-165
The article presents the results of a examination of 105 children aged 1 to 16 years, 22 of them are diagnosed with nephrocalcinosis,
11 stone in the urinary system amid hypercalciuria, 23 hypercalciuria was observed without the formation of concretions in the uri-
nary system, 49 children with chronic pyelonephritis. In children with hypercalciuria, nephrolithiasis and nephrocalcinosis decreased
bone mineral density was observed in 45% of cases, in children with chronic pyelonephritis osteopenia was found in half of the pa-
tients (51%). Reduced bone mineral density in children with hypercalciuria increased risk of fractures. In patients with osteopenia
two-and three-multiples fractures were observed in 3 times more than the comparison group. Increase both of alkaline phosphatase
and acidic phosphatase showed activation of bone metabolism, and proportionality of their activation determined state of bone min-
eral density. Patients with chronic pyelonephritis with severe osteopenia observed prepotency of processes of bone resorption relative
to bone formation.

Keywords: children, hypercalciuria, nephrolithiasis, nephrocalcinosis, low bone mineral density.

For citation: Maltsev C.V., Mikhailova T.V., Vinokurova S.S. Reduced bone mineral density in children with hypercalciuria, nephrolithiasis and nephro-
calcinosis. Ros Vestn Perinatol i Pediatr 2016; 61: 5: 160-165 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-160-165

WM WHOW CTeTIeHW HaOIoIaioch Oojiee YeM y TIOJIO-
BUHBI TTALIMEHTOB ¢ HedpoauTtrasom (64%), B GobIIEi
crenieHn Tipu (ocdaTHO-KanbieBoMm [11]. BoisiBaeHO
CHWXXEeHUE CpeHel MUHEPaTbHON TJIOTHOCTH KOCTHOM

B MoCJIeAHUE TOABI BO3POC MHTEpeC K IMpobie-
M€ CHMXXEHMS MUWHEpPaJbHOU TIJIOTHOCTU KOCT-
HOIf TKaHW B CBSI3U C OOJIBIION PacIpOCTPAaHEHHOCTHIO
U COLMAJbHON 3HAYMMOCTBIO BTOTO IAaTOJOTMYECKO-

ro cocTostHUsA. JlaHHBIEe JTUTEpaTypbl CBUIETEIBCTBYIOT
0 HepeJKOM Pa3BUTUU U TPOTPECCUPOBAHUM KOCTHBIX
M3MEHEHUI y GOJIbHBIX ¢ PEIUANBUPYIOIINM Hedpoau-
THA30M U TUIepKaJbLMypUEH €lle 10 CTaAuU TTOUYeUHOMI
HenocratouHoctn [1—13]. PacnpocTtpaHeHHOCTh He-
dponutuaza y nereit mo Poccun cocrasnser (Ha 100000
HaceneHus1) okoyio 19—20, Torma Kak y MOApPOCTKOB —
80—82, a y B3pocabix 450—460 [7]. TTo pesyabraTam
WCCNIeIOBAaHUI TIOpakeHWe KOCTHOTO CKejieTa B TOW
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TKaHu Ha 5—15% y GOMbHBIX MOYEKAMEHHON 00JIe3HBIO
C TUTEPKAIbLIMYpHel TI0 CpPaBHEHUWIO C IMallMeHTaMU
6e3 TunepKanbuypuu. [1praem motepst KOCTHON TKaHU
YBEJIMUMBAJIACh, €CJTU MAIlMEeHThl HAXOAWJIUCh Ha JTUeTe
C orpaHuyeHueM Kanbums [12, 13].

Tunepkanblypysi, TUTIEPOKCATYpUS W TUITOLIM-
TpaTypusi CUMTAIOTCS HamboJiee BaXXHBIMU (haKTOpaMH
pUCKa MoOYeKaMeHHOI 0o0Jie3HM M He(dpOKaJabLMHO3a.
IIpn MouekamMeHHO# 0O0JIe3HM M3 BCeX HapyIICHUIl CO-
cTaBa MOYM 4Yallle BCETO OTMEYaeTCsl TUIEePKaJbLINy-
pus — y 40—50% OGONbHBIX, TIPU 0Opa30BaHWU Kajlb-
LIMEBBIX KOHKpeMeHTOB — y 50—70%. IlpeobmagaHue
KaJbIMEeBBIX KaMHEW TOATBEPXKIECHO KaK OTAETbHBIMU
HaOMIOACHUSIMH, TaK U IMUPOKUMHU KIMHUISCKUMHU HC-
neiTaHusiMu |7, 14, 15].
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Wnauonarnyeckoil (MepBUYHON) TrUnepKalblinypueit
MPUHSITO CUMTATH TTOBBIIIEHHYIO JKCKPELWIO KaJIbIUS
¢ MOYOil Ha (hOHE HOPMOKAIBIIUEMUM TPU OTCYTCTBUU
BUIMUMBIX TpuuuH. [Ipeanonaraercs rerTeporeHHOCThb Ha-
c/ieIoBaHUSI 1 MHOTO(AaKTOPHOCTb Pa3BUTHST UAMOIIATH -
YecKo TunepKaiblnypun. B KkauecTBe 3THOTOTHYECKUX
U MaTOTEHETUYEeCKUX (paKTOPOB paccMaTpUBAIOTCSI HApY-
1IeHUsI MeTaboiM3Ma BuTaMuHa D, nu3MeHeHue 4yBCTBU-
TEJTBbHOCTH PELIENTOPOB K KaJbUuTpuody [16], Myraumm
reHa KaJblIMeBOTO pelenTopa, MPUBOASIINE K aKTHBa-
MY peuentopHoro 6enka [17], HapylieHue MPoIecCoB
peabcopOLMM KaTblIMs B KaHa/IbIIax modek [18, 19].

IpucranbHOe BHMMaHME YIEICHO M3YUYEHUIO Mexa-
HU3MOB CHMXEHHUSI MUHEpPaJbHOIW TUIOTHOCTU KOCTHOW
TKaHU TpU peuuauMBupylolieM Hedpoautuase. Ocreo-
MEeHUsl paccMaTpUBaeTCsl KakK CJIENCTBUE MIMOMATHU-
YeCKON TUMEepKaJbLIMypud W HEAOCTaTOYHOIO TOTpe-
OJIeHUsT Kalblsl C TMUIIEH. YCTaHOBJIEHA acCOlMalus
noaumopdusma 15219780 reHa modeyHoro Oenka IUIOT-
HbIX KOHTakTOB KiaynuHa-14 (CLDNI14) ¢ pasButuem
MOYEKaMEHHON OO0JIe3HU M CHUXEHWEM MWHepaIbHOM
TUTOTHOCTM KOCTHOM TKaHU B 00JIACTM TTIO3BOHOYHMKA
u Oenpa, 9TO MOBBIIIAJIO PUCK Pa3BUTHSA TiepeioMoB [18].
YMeHbllleHue MUHEpaIbHOW TUIOTHOCTU KOCTHOW TKaHMU
SIBJISIIOCH  CJIEJICTBMEM aKTHMBU3allMU TPOLIECCOB KOCT-
HOW pe30pOLMU, OMOCPETOBAHHBIX MOBBIIIEHUEM YPOB-
HSI TITapaTUPEOUTHOTO TOPMOHA. ABTOPBI TTOIYEPKUBAIOT
POJIb HU3KOKAJIbIIMEeBOU TUETHI B TeHE3e MOTePU KOCTHOM
MaccChl BCJIEACTBME OTPUIIATEIbBHOTO KaJIbIIMEBOTO OaslaH-
ca[l2, 13, 18]. Cnenyer uMeTh B BUIY, UTO HA SKCKPEIIUIO
KaJblMs BIUSIET HE TOJIBKO €ro MoTpedjeHue, HO U T0-
TpebJaeHne APYTUX HYTPUEHTOB, TaKMX KaK >KUBOTHBIMI
Oeslok, HaTpuii, oKcajlaThl W Kajauii. Beicokoe morpe-
OneHue OenKa >KMBOTHOTO TPOMCXOXKIEHUSI BbI3bIBACT
TUTIEPYPUKO3YPUIO BCJEACTBUE TE€PErpy3Ku IMypUHaAMMU,
TUTIEPOKCATYPUIO BCJICACTBIE TTOBBIIIIEHUSI CUHTE3a OKCa-
JIaTOB. YMEPEHHOE OCTpPOe OrpaHuYeHue OenKa CHUXKAEeT
coiepxxaHue B Mode okcajata, ¢ocdara, TMIPOKCUTIPO-
JINHA, KaJbLMS U MOYEBOW KMCJIOTHI M TIOBBIIIAET 3KC-
Kpeuuio 1uTpara. MHOTMMM MCClIeI0BaTeIsIMU TTOKa3a-
HO, YTO BBICOKOE MOTPeOJIeHNe B MUIILy HATpHUs XJIOpuaa
MPUBOANT K TTOBBIIIEHUIO 9KCKPEIINU KaJIbIUs C MOYOM,
yBeJIMYEeHWEe HAaTpus B muiile Ha Kaxasie 100 MMoJib To-
BBIIIAET 9KCKPEINIO KAJBIUS ¢ MoJoil Ha 25 mr [14, 15].

IMouck TepamneBTMYECKUX TOAXOIOB K JICUCHUIO TH-
MepKaJblIMypuu Tokazan 3(POeKTUBHOCTb THUA3UIHBIX
JNIMYPETUKOB B CHUKEHUM COAEPKAHUS KaJlbliUs B MOYE.
IIpoBeneHHbIe UCCAENOBAaHUSI  MPOJEMOHCTPUPOBAIU
CHVIXKEHUME 4YacTOThl PElUMAMBOB HedpoauThaza U yBe-
JIMYeHWEe MUHEpaJbHOM TIJIOTHOCTM KOCTM Ha (oHe
MpUMeHEHUST KOMOWHMPOBAHHON Tepanmuu THa3HIaMU
u uuTtpaTom Kanus [14, 15, 20]. Hayunsie uccienoBaHust
MOCJIETHUX JIET, MPOBEIEHHbIE Y B3POCIbIX TMallMeHTOB,
noaTeepanan 3¢hGeKTUBHOCTD Tepanuu oucdochoHaTa-
MU, a TaKKe KOMOMHMPOBaHHOM Tepanuu 6ucdocdoHa-
TaMU U TUA3UJIaMU B BUJIe CHVXKEHUSI TTIOYeUHOM 3KCKpe-
LMW KaJbLIMS W YBEJIMYEHUST MUHEPATbHOU TJIOTHOCTU

KOCTHO TKaHM Y MAIlMEHTOB C He(POJIUTHA30M U OCTEO-
nopo3som [20, 21].

Takxum o6Gpa3oMm, TIpobiaeMa ITOpakeHMsT KOCTHOM
CHCTEMBI Y OOJIBHBIX ¢ HEe(PPOIUTUA30M TIPEICTaBIISIET-
Csl HeJIOCTATOYHO M3YYeHHOM. B 4acTHOCTH, HESICHBIMU
OCTAIOTCSI MEXaHU3MBI, JieXKalllle B OCHOBE HapyIIeHUs
MUWHEpaTN3aln KOCTU TPU MOYeKaMeHHOW OoJie3HU,
HEIOCTaTOYHO pa3paboTaHbI BOIIPOCH MEIMKAMEHTO3HO-
TO JIEYSHUS MAIlMEHTOB, CTPAAAIOIINX METAOOIMYECKUMK
MOpaXXeHUsIMU KOCTHOTO cKeJieTa Ha (hoHe HedpoauTra-
3a, a TaKKe BOIMPOCHI MeTaDMIaKTUKNA KaMHeoOpa3oBa-
HUSI C TTO3ULIVY BIMSTHUST HA KOCTHBIN METaOOIM3M.

Ilenb HacTOSIIETO WCCIEIOBAHUS: OIpeaeieHNe
YacTOThl M (PAaKTOPOB PUCKA CHUKEHUS MUHEpaTbHOI
TUIOTHOCTH KOCTM y JAeTell ¢ HedpoJIuTha3oM U He-
(GpoKaTbIIMHO30M Ha (hOHE THIMEPKATbLUYPUHN Y AeTeit
C XPOHMYECKUM OOCTPYKTUBHO-AMCMETAOOTNIECKUM
MeIoHe(PUTOM; U3yIeHUE BIUSTHUS XapaKTepa 1 BbIpa-
JKEHHOCTH OOMEHHBIX HapyIleHW, XpOHUYECKOTO BOC-
MaJIUTETLHOTO TIpollecca B TOYKaX Ha MUHEPATU3AINIO
KOCTHO# TKaHW W KOCTHBI MeTabOJM3M i CBOEBpeE-
MEHHOI TTPOGUIAKTUKY U JIeYeHUsT OCTEOTIEHUN U MeTa-
(UIIaKTUKU KaMHEeoOpa3oBaHMSI.

XapakTtepucTuka petei u MeToabl UCCeaoBaHUS

[MpoBeneHO KOMITUIEKCHOE KIWHUKO-JIAOOpaTOpHOE
W WHCTpyMeHTaTbHOe obciemoBaHue 105 (46 mambum-
KOB ¥ 59 meBoueK) neteit B Bo3pacte ot | roma mo 16 Jer.
VY 22 neteit amarHocTUpoBaH HedpoKaablMHO3, v 11 —
HedpoauTras Ha hoHe TUTepKaablIMypuu, y 23 Habona-
Jlach TUTICPKATBITNYpUsI 0e3 00pa30BaHMS KOHKPEMEHTOB
U KaJbIIMHATOB B OpraHaX MOYEBOI CUCTEMBI; JEBOYEK
B 3TOM rpymme 6buto 25 (44,6%), MmanbunkoB 31 (55,4%).
VY 49 nereit — 34 (69%) neBouek u 15 (31%) MaTbuUKOB —
JUATHOCTUPOBAH XPOHWYCCKUI OOCTPYKTUBHO-IU3ME-
Tabosnueckuil muenoHedput. I3 ocCHOBHOI rpymIibl UC-
KJTIOUAJTUCh TTAIMEHTHI ¢ BTOPUYHOM TUTIEPKATbIINypUEHt,
HaCJIeCTBEHHBIMU 3a00JIeBaHUSIMM OOMEHa BEIIeCTB
W HaCJIEICTBEHHBIMU TyOysomatusiMu. BosbHBIE 00Ce-
JIOBaHBI B JI0A30TEMUYCCKYIO CTAIWIO CHIKCHUS (DYHK-
1 TOYEK.

KowmrutekcHoe o0ciienoBaHre BKIIOYAI0 aHATU3 JKa-
J100, aHaMHe3a, OOBEKTHUBHBIM OCMOTpP C M3MEpeHHUEeM
AHTPOITOMETPUIECKUX TOKa3aTeNeil W OIEHKOW TrapMo-
HUYHOCTH (PU3MUECKOTO DPA3BUTHS, OTIPENCICHNE CHUM-
TITOMOB COEIMHUTETbHOTKAHHOW IUCITIa3UN, KOCTHOM
MMaTOJIOTUU, TECTHl Ha THUIEPMOOUIBHOCTD CYCTABOB.
C 1enpio 6oJtee MeTaTbHOTO M3YIEHUS OSIKOBO-9HEpTe-
TUYECKOTO CTaTyca y JieTell Obljla TIpOBeeHa OIleHKa WH-
JieKca MacChl TeJla, KOKHO-KUPOBOU CKIIAIK!, OKPYKHO-
cTeil Teva, 6enpa, JKUPOBOW Macca Tea, TOIIe MacChl
tena. [ist BRIIBIICHUsT (PaKTOPOB pUCKa Pa3BUTHSI OCTe-
OTICHUH TIPOBOAMIIOCH aHKETUPOBaHWE TTAIlMeHTOB. M3y-
YeHUEe CYTOYHOTO TIOTPEOICHUS KATBIIHS C MPOTYKTaMU
MMATAHUSI TTIPOBOAMIOCH TI0 TAaHHBIM aHKETHO-OIPOCHO-
IO MeTola W TabJIWIlaM XUMHUIECKOTO COCTaBa TTUIIIEBBIX
npoaykToB [22, 23].
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Jnst uiccliefoBaHUs MUHEPATbHOW TUIOTHOCTH KOCTH
HaMW OBUT MCIOJb30BAaH METOJ KOJUYECTBEHHOU VJIb-
Tpa3BYKOBOW coHoMeTpuM TipubopoM Omnisense-7000
B JIBYX TOUKaxX — JIy4eBOil M OOJblIeOEPIIOBON KOCTU
U MeToll peHTreHoBcKoit neHcuromerpuu (DEXA) npu-
oopom DTX-200, 30Ha mcciaenoBaHUS — IUCTAJbHBIN
oTHeN TMpeariedbs. [TpruGOpbl UMEIOT TTeANATPUIECKYIO
MPOTPaMMy M TI0 TEXHUYECKMM XapaKTepUCTUKAM TIOJI-
XOIST I UCCIeIOBAHUS y JeTell pa3JIMUHBIX BO3pacT-
HBIX Tpyni. MuHepaibHasl TJIOTHOCTh KOCTH OLIEHMBA-
JJach HECKOJIbBKUMM aOCONMIOTHBIMM M OTHOCHUTEJTbHBIMU
nokaszatessimu: BMC (Bone mineral content) — cozep-
>kaHue MuHepasa koctu (B r), BMD (Bone mineral den-
sity) — comepkaHWe MUHepana Ha | c¢cM? KOCTHOM TKa-
Hu (1/cm?). ComepkaHWe MHUHEpaja KOCTA OIICHUBATU
1o Z-kputeputo (Z-score) B BeIMUMHAX CTAaHIAPTHOTO OT-
kioHeHus (SD) oT Bo3pacTHOI HOPMBI: HOpMaJibHasI MU -
HepaibHasI TNIOTHOCTh KOCTU pu Z-score 6ojiee —1 SD;
CHIXXeHMe (ocTeorneHnust) — npu Z-score MmeHee —1 SD,
BBIpaKeHHAasl OCTEOTICHUsT — TIPU CHIKEHUU Z-Score Me-
Hee —2,5 SD.

YpoBeHb  KOCTHOTO  MeTaboJiM3Ma  OLEHWBAJICS
MO0 aKTUBHOCTM MapKepoB KOCTeOOpa30BaHUSI U KOCT-
HOII pe30opOLMK KpPOBM: OOIIEH Iea09HOoi (ocdarasbl
1 KOCTHOTO M30ogepMeHTa IIeJIouHoi docdaTtas3bl, Tap-
TpaTpe3ucTeHTHOM Kucioi ¢pocdarassl (TPKD), comep-
SKAHWIO KaJbLKs, (pochaToB B KPOBU, CYTOUHOMN IKCKpe-
1IUY Kanablus 1 pochaToB ¢ MOYOIA.

C 1enpl0 UCKIIOYEHUs BTOPUYHON THIEPKATbIINY-
pUM  OTIpelessicss YpOBEeHb IapaTrOpMOHAa B KpOBH,
KUCJIOTHO-IIEJIOYHOE COCTOSTHUE KPOBU. XapakTep AUC-
MeTabOoIMUeCKUX HapyIIeHUI YTOUHSIICS IO XapaKTepy
KPUCTATYPHH, TTOYEYHOMY KIIMPEHCY W 9KCKPELIUH KaTb-
umst, dochaToB, Kalus, HATPUSI, CYTOYHOM 3KCKPEIUU
OKCaJlaTOB M MOYEBOM KUCJIOTHI, aMMHaKa, TUTPYEMOW
KUCJIOTHOCTH MOYM, YPOBHIO ypuKemuu. IlapuuaibHbie
(DyHKIMM TIOUEeK OLEHMBAINCH TI0 BEJIMYMHE KITyOOU-
KOBOM (bUABTpalliM, CYTOYHOM SKCKPEIUU KaJIbIWSI,
docdaroB, aMrHOA30Ta, aMMMaKa, Ipode 3UMHUIIKOTO.
OrnpezaeneHre OMOXMMUYECKUX TTapaMeTPOB OCYIIECTBIISI-
M Ha OmoxmmumuyeckoMm aHanm3atope Beckman Coulter
Synchron CX 5 PRO.

CTaTUCTUYECKUIT aHAN3 MOJYYeHHBIX JaHHBIX MPO-
BOAWJICS C MCIOJb30BaHUEM TPOTPaMMHOTO obecrieue-
Hus MS Excel 2010.

PesynbTatbl n 00CyXpeHue

Ha ocHoBaHWM MaHHBIX aHaMHe3a U KIMHUYECKOTO
00cieIoBaHUsI BBIICIEHBI OCHOBHBIE (DaKTOPHI pPHCKa,
criocoOcTByIONIME (POpMUPOBAHNIO He(POIUTHA3A U HE-
(bpokanbIIMHO3a y IeTel ¢ TUTIePKATbITypUCIi:

1. HacneacTBeHHasi OTSTOIIEHHOCTb 1O OOMEHHBIM 3a-
6oneBaHusIM: yponuTtrasy — y 18 (54,5%) neteii, xen-
YHOKaMeHHoU 6onesHn — y 9 (27,3%), 3aboneBaHU-
SIM TITUTOBUIHOM Xene3sl — v 9 (27,3%), caxapHOMY
nuabety —vy 9 (27,3%).

2. TlaTosorus nmeprHaTaJIbLHOTO Mepuoaa; rectos — y 18

XIll POCCUNCKASI KOH®EPEHLNS «MEQUATPUSI U AETCKASI XUPYPIsi B MPUBOJDKCKOM DELEPAJIbHOM OKPYTE»

(54,5%), yrpo3a ipepbiBanust — y 12 (36,4%), anemust
BO BpeMsl 6epeMeHHOCTH — y 15 (45,5%), cuHmpom
JIXaTeJbHBIX PACCTPOMCTB y HOBOPOXKIEHHOTO —
vy 12 (36,4%).

3. HMckyccrBeHHOe BckapmiBanue — y 21 (63,6%) pe-
OeHKa ¢ paHHUM BBeICHUEM B pallMOH HeaaamnTUupoO-
BaHHBIX MOJIOUHBIX TTPOAYKTOB — Y 12 (36,4%).

4. 3aboseBaHUs XKeIyIOYHO-KUIIeYHOro Tpakta — y 30
(90,9%).

5. Cunapom HemuddepeHINPOBAHHON COSTMHUTEIb-
HOTKaHHOM nucriia3uu. [ToBbllIeHHBIN ypoBeHb (00-
Jee 6) cturm guzamopuoreHesa — y 33 (100%).

6. Heduumt maccol tena [-I1 cremrern — y 13 (39,4%).
Cpennuii ypoeHb aKckperu (p<0,001), knmupeHca

(p<0,01) u axckperupyemoii ppaximu (p<0,05) Kanbius

ObLT JOCTOBEPHO BBILIE y NETel ¢ TUIEepKaIbIypUeii

10 CpaBHEHUIO C KOHTPOJBHOU TPYIION, TPU HOPMaJTb-

HOI KOHLIEHTPALIMU KaJIbIUsI B KPOBU (CM. PUCYHOK).

mr % a mrikricyT 6
14 16
12 4 ’ 14 .
*
s 12
10 Hopma
*
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8
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6
"
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4
2 " 4
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0 0 +* 9,8%
BonbHbie BonbHele

Pucynok. PacnpeneneHue NANMEHTOB € TUIEPKAJIbIMYpPUeil
B 3aBHCHMOCTH OT KOHIEHTPAIMH KAJIBIHUSA B CHIBOPOTKE KPO-
BH (a) u Moye (0).

IMpu uccnenmoBaHUM MUHEPATbHON TJIOTHOCTA KO-
CTU y JAeTell C TunepKaiblimypueit, HedpoIuTHA3OM
1 He(pPOKATbIIMHO30M OCTEOTIeHUsT Habomanach y 25
(45%) nereii: y 16 (52%) manbuukos u 9 (36%) neBouexk,
mpuaeM y 9 (16%) manmeHTOB oHAa ObLIa BBIPAKCHHOM
(Tabn. 1). B rpymnmne naiueHToB ¢ XpOHUYECKUM 00CTPYK-
TUBHO-IUCMETA00TNIECKUM TMHEIOHE(PUTOM CHIKE-
HUEe MUHEPAIbHON TUIOTHOCTH KOCTHM OOHapyXeHo y 25
(51%): nereit, y 17 (50%) neBouex u 8 (53,3%) manb-
yukoB. CHmxkenne BMC o 3nayenmii menee —2,5 SD
otMmeueHo y 9 (18,4%) nmaumneHToB (cMm. Tabi. 1). Octeo-
TMEeHUS BBISBJISIIach B 2 pa3a yalle y JeTeil ¢ JaBHOCTBIO
3a00J1eBaHMs OOJIBIIIE S5 JIET ¢ YacTOTOM pelnInuBOB 0O-
qee 2 paz Brog — y 33 (67%) u 15 (31%) neteit cooTBET-
CcTBeHHO; ¥ 13 (26,5%) GONBHBIX HaOMIOIATNCH HapyIIIe-
HUST QYHKIWIA TTOYEK 1O TYOYISIPHOMY THITY.

Bce oOcnenoBaHHbIE ObLTM pa3nesieHbl HAMU Ha TPU
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Tabauya 1. MuHepajbHas INIOTHOCTH KOCTH Y JeTeil ¢ TUMepKaJbIuypueii, He)poinTua3oM/He(poKAIBIMHO30M 1 XPOHNYECKUM

nuesionedpurom, aoce. (%)

BMC
Ho3sonornyeckue hopmbl Ton
Z-score ot —1 10 —2,5 SD Z-score meHee —2,5 SD
Manbunku 9(29) 7 (22,6)
Tunepkanbinypust, HeponrnTras/HedpPOKATbIIMHO3
JleBouku 7 (28) 2(8)
XPpOHUUECKUIA 06CTPYKTUBHO-AUCMETA00INYECKIIA Manbunkm 5(33,3) 3(20)
nienoneppur JleBOuKM 11 (32,4) 6 (17,6)

TPYIITIBI B 3aBUCHMOCTH OT 3HAUEHUsI TTOKa3aTesieit MU-
HepaJbHOW TUIOTHOCTU KocTu. B 1-10 rpymnmy Obuid
BKJTFOUEHBI JIETU C OCTEOTIEHUEH TT0 Z-KpUTepuio oT — |
no —2,5 SD, Bo 2-10 rpyriy — TaiueHTbl C BbIpaXeH-
HO#l ocTeoneHueit 1o Z-kputeputo MmeHee —2,5 SD;
B TPYINITy CPaBHEHMsI OTHECEHBI T 0e3 OCTCOTIeHWH
(Z-xpurepuii bosnee —1).

HawubGomnee HeraTUBHBIMU TIOCTEACTBUSIMM JeDUITUTA
MUHEPATbHOW TIIOTHOCTH KOCTHU SIBIISTFOTCST TICPEIOMBI.
ITepenombr KocTelr B aHamMHe3e umenu 6 (33,3%) meteii
¢ BeIpaxkeHHOI ocTeoneHueit, 10 (31,3%) — ¢ ymepeHHOit
octeorienneit u 13 (24%) — 6e3 ocreoneHuu. OgHAKO
y TIAIIMEHTOB C OCTEOTIEHUEH IBYX- U TPEeXKPaTHBIC TIepe-
JIOMbI HabMoAaMCh B 4 pasa valnie, 4YeM y JIeTeil rpyIbl
cpaBHenus, — y 10 (20%) u 3 (5,4%) cOOTBETCTBEHHO.

CpenHue nokasareau (PU3NIecKoro pa3BUTUSI IETEN,
WMEIONUX OCTEOTICHUIO, OBUTM 3HAYUTETHHO CHUXKe-
HBI TI0 CPAaBHEHUIO C OOJBHBIMM 0€3 OCTEOITEHMYECKOTO
cuHapoma. Jdeduiut Macchl Teja U TMIIOCOMUST HaOJII0-
namuck y 7 (28%) meteit ¢ XpOHMYECKUM OOCTPYKTUBHO-
JNIMCMETa00JIMYECKUM TMUETOHEe(PPUTOM 1 OCTEOTIEHUEN,
a'y 601bHBIX 6e3 octeonieHun — y 2 (8%) u 4 (16%) co-
OTBEeTCTBeHHO. [Ipw TumepKanpiuypun, HebpoauTHase
1 He(POKATBIIMHO3E TUCTAPMOHUIHOE PA3BUTHE Y IETEH
BCTpEYaIoCch pexke, YeM TPU XPOHWUYECKOM THeToHedh-
puTe, OMHAKO TaKKe Jaile NeUIINT MacChl Tejla U THIIO-
COMUSI OTMEUAJIUCh y JeTeit ¢ ocTeorienneit — y 9 (36%)
u 7 (28%) B cpaBHEHUU C NETBMU O€3 OCTEOTICHUU y 4
(12%) n 1 (3%) cOOTBETCTBEHHO. YCTaHOBJIEHBI JOCTO-
BepHbIe (p<0,05) MOTOXUTENbHBIE CBSI3U MEXIY CONEP-
>XKaHWeM MUHepajia KOCTUA W TlapaMeTpaMu (hU3UIecKOro
paszButusi: BMC u pocrom (r=+0,29), BMC u maccoit
(r=+0,42). CHuxeHMe TIOKazaTeseil dusnyeckoro
pasBUTHS Y NETeil ¢ TUIEepKaTbIInypueil MOXKET OBITh
00YCJIOBJIEHO COOJIIOJEHUEM JUEThl, ¢ OrpaHUYEHUEM
YIIOTPeOJICHUS TIPOIYKTOB, COMEPKAIINX OOIBIITOE KOJH-
yecTBO Oesika 1 Kanblus. Jdeduut norpedaeHus Kaib-
IS B PaIliOHe TTUTaHUST OOJTBHBIX C TUTIEPKATBIITYPHCH,
MMEIONUX CHIDKEHWE MUHEPATbHOU TIIOTHOCTA KOCTH,
SIBIISIJICST BaXKHBIM (DaKTOPOM PHUCKA Pa3BUTHSI OCTEOTIe-
HUYECKOTO COCTOSIHUS (TaoJI. 2).

OTSTONIEHHBI TTepUHATATLHBIN aHaAMHEe3 (TOKCUKO3,
recTo3, yrpo3a TpepbiBaHUS BO BpPeMsT OEpEeMEHHOCTH,
HEIOHOIIIEHHOCTh, BUPYCHBIE W OaKTepuaibHBIE WH-
extmm, aHeMUsI, CUHIPOM IBIXaTeIBHBIX PACCTPOUCTB
Yy HOBOpPOXIEHHOro M ap.) mMmenu 22 (68%) pebeHka

1-1 rpymme, 14 (78%) — Bo 2-ii rpymme u 32 (58%) —
B TPYIITie CpaBHEHMs. BOJNBHBIE ¢ OCTEONeHUe MMenu
JIOCTOBEPHO 0oJjice HUBKYI0 Maccy Tela TIPW POKICHUN
(2950%176,27 T) TI0 CpaBHEHUIO C IETHBMU C HOPMATBHOM
TTIOTHOCTBIO KocTH (3374+107,69 1; p<0,05).

[TpomoKUTeTPHOCTS  TPYAHOTO  BCKapMIIMBAHUS
OKa3bIBajla BIUsSTHUE Ha (DOpMHUpOBaHWE KOCTHOTO Ma-
TPUKCA. YCTAaHOBJICHO, YTO TIPOMOJIKUTETHHOCTh TPYII-
HOTro BCcKapmuBaHus y aeteit 1-it (4,85x1,4 mec) u 2-ii
(4,7x1,4 mec) rpynn 6buta goctoBepHo (p<0,05) MeHb-
e T0 CPaBHEHWIO C JETbMU W3 TPYIIBI CPaBHEHWS
(9,3£1,4 mec).

Bce 310 CBUIETETBCTBYET O TOM, UYTO HEOIATOTIPUST-
Hble (aKTOPHI, TaKWe KaK OTATONICHHBIN TepUHATAb-
HBIII aHaAMHeE3, Majiasg Macca MPU POXICHUHW, PaHHUI
TepeBOl Ha MCKYCCTBEHHOE BCKapMJIMBaHUE, HeHUIIAT
MTOTPEOCHUS KaJIbITUSI C TIUIIECH BO3NECCTBOBAIA HAUU-
Hasl ¢ MIepPUHATAILHOTO Teproa U B JaJbHEUIIEM CIIo-
COOCTBOBAIM HAPYIICHUIO MWHEPATM3AlUAd KOCTHOM
TKaHU y IeTell ¢ OOMEHHBIMU HehPOTTaTUSIMHU.

Ilpu BHEMIHEM OCMOTpPe W WHCTPYMEHTAJIBHOM 00-
cJieIOBaHUN Y OOJIBIIIMHCTBA JeTeii OCHOBHOW TPYIIITbI
MUATHOCTUPOBAH CUHAPOM HemudbepeHITMPOBaHHON
MUCTUTa3UM COSNMHUTETHbHON TKaHW, KOTOPBIA TIPOSB-
JISTTICST YBEJIMUEHUEM YHCIIa BHEITHUX MaJIbIX aHOMAaJTi
pa3BuTHs. Y OOJBHBIX, UMEIONINX CHIDKCHHYIO MUHE-
pPaTbHYIO TUIOTHOCTH KOCTH, BBISIBJIEH 0OoJiee BBICOKMIA
ypoBeHb cTurMatusaumu (5,26%+0,88) mo cpaBHeHMIO
¢ merbmu 0e3 octeonenuun (9,10+0,94; p<0,05). Cun-
npoM HenuddepeHIMPOBAaHHON JWCIUIA3UM  COeaM-
HUTEJIbHOM TKAaHUW Y OOJIbHBIX 2-ii TPYMIbl BbISBISICS
B 1,5 pa3a valie, 4eM B TpyIire cpaBHeHus, — y 12 (67%)
u 25 (45%) neteit COOTBETCTBEHHO, B 1-if rpyriie — y 16
(50%) nereii.

VY nmeteit, UMEIOIINX CHIDKCHUE MUHEPATbHOU TUTOT-
HOCTH KOCTH, CONlepsKaHNe KabIus U hocdhaToB B KPOBU
1 MOYe CYIIIECTBEHHO He OTJINYAJIOCh OT TAKOBOTO B TPYTI-
e cpaBHeHUs. Y OOJIbHBIX C OCTeOINeHNeil 0OHapyKeHO
TTOBBIIIICHHOE CONEpKaHNEe B KPOBU OMOXUMUIECKUX
MapKepoB YCWJICHHOTO MeTaboIM3Ma KOCTHON TKaHU —
1eJouHoi ocdaTtassl M ee KOCTHOTO M30(epMeHTa,
a takke TPK®. V neteit ¢ runepkaibmypueit mpu BbIpa-
KEHHOM OCTEOTIEHUY MapKephl PeMONCTUPOBAHUS KOCTH
MMEJIN caMble BBICOKME 3HaueHUs (cM. Tab. 2). Y 007b-
HBIX XPOHMUECKUM TTHEIOHE(PUTOM C OCTEOTIeHUEH ypo-
BEHb IIEJIOUHOH (hocdarasbl 1 ee KOCTHOTO n3odepMeHTa
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Tabauya 2. Tloka3aTe MUHEPAIBHON MIOTHOCTH KOCTH H META00IMYECKIX NMPOIECCOB Y JIeTeil ¢ runepKajbnunypueii, Hedpoanru-
a30M/He()POKATHIMHO30M H XPOHHYECKMM MHeI0OHe(PUTOM, MMEIOIUX 0CTEONEHUIO PA3JIMYHON CTENeH!, U TPYNIbI CPABHEHUSI

XPpOHUUYECKUIT OOCTPYKTUBHO-AUCMETA00INYECKUIA
Tunepkanbiumypusi, HepponuTras/HedpOKaIbIIMHO3

nuenoHedpUT
IMokazaTeib 1-s rpynma: 2-s1 Tpynma: 1-s rpynma: 2-s1 Tpymma:
c ;I;yl;izﬂ BMC Z-score BMC Z-score . ;I;ylll;[{im BMC Z-score BMC Z-score
p( 2 or—110-2,55D wmenee —2,5 SD p( o or—110-2,5SD  wenee —2,5 SD
. (n=16) (n=9) . (n=16) (n=9)
Cyrounoe notpebne- 59 19491 99 670,00+181,38 500,004100,0 668,18+80.7 68333422423  450,00+160,73
HUEC KaJbllud, MT
ﬁf%"““ﬁ KpoBH, 9,9+0,04 10,140,08 9,38+0,14* 9,8+0,08 9,9+0,16 9,95+0,16
Liuspd e, 3,8610,2 4,0+0,23 4,05+0,35 2,540,25 2,640,15 2,68+0,18
MTI/KT B CyTKH
Sro,}gq’am KPOBH, 3,75+0,09 3,740,21 4,080,3 4,27£0,25 4,503 4,310,4
D EEIETL MIET, 9,2+40,62 14,1422 9,51+0,7 7,740,9 6,3+0,7 10,942,2
MT/KT B CyTKHU
LLI®, E/l/n 241,41421,5  266,47+39,7  305,85+33,9  134,92+12,3  360,03+35,0*  275,50%55,8*
Koermeni usa(heps 85,3749.85  80,11+12,54  108,89+12,2  32,70+6,32  131,0546,55*  89,25+23,28*
ment LD, E/a
TPK®, E[l/n 3,48+1,10 4,31+1,28 5,66%1,38 0,45+0,51 0,540,12 0,646+0,12
MoueBas kucaora
MOuH, 3,3+0,5 4,040,9 2,69+0,24 3,18+0,38 4,13+1,64 3,141,2
MMOIJIb B CYTKHN
PRI LI, 217,8+21,0 220,2424.0 223.1 36,5 204,4+17,2 226,9+36,9 200,1+16,4
MKMOJIb/CYT
ST KT, 0,19+0,008 0,26+0,007  0,264+0,012*  0,19+0,008 0,230,007 0,32+0,084
MMOJIb/KT B CYyTKH
AT 0TI, 0,7540,02 0,86+0,035 1,240, 1% 0,45+0,06 0,5610,06 0,93+0,27

MMOJTb/KT B CYTKI

Ipumeuanue. *p<0,05 mexay 1-it u 2-i rpynmnamu u rpymmnoii cpaBHeHust. 1M — menounas docdarasa.

OBLI TOCTOBEPHO BHIIIE IO CPAaBHEHUIO C TPYIINON CpaB-
HEHUsI, OJHAKO TIPU BBIPAKEHHON OCTEOINEeHUM IoKa3a-
TeJW UM TeHACHLIMIO K CHUXeHUI0. MOXHO Mpero-
JIOXUTb, YTO XPOHMYECKUIN BOCTAIUTEIbHBINA TpoIecc
Ha (QoHe mnuenoHedpUTa CrOCOOCTBOBAT HAPYIIEHUIO
COOTHONIEHUS TIPOLIECCOB KOCTHOTO PEeMOIETMPOBAHMS
C YCWIEHVEM KOCTHOM pe30pOlnu y AeTeil ¢ BhIpaXKeHHOM
octeonieHuelt. bosee BbIcOKasi CyToUHasi 9KCKPELsT aMU-
HOa30Ta M1 aMMMaKa ¢ MOYOH MOTIja TakXe CBUIETENb-
CTBOBAaTh O OOJIbIIEH BBIPAXKEHHOCTH KaTabOJIMUeCKOM
HamnpaBJIeHHOCTH OOMEHHBIX TIPOIIECCOB Y JIeTel ¢ OCTe-
OTICHUEN.

BbiBOAbI

1. 'V nereii ¢ rurnepkaiabLiypueil, HeppoauTrnazom
1 He(hpOKATBLIMHO30M CHIKEHNE MUHEpaJTbHON TIIOT-
HOCTU KOCTH HabJofanock B 45% ciydasix, mpu XpoHU-
YeCKOM OOCTPYKTUBHO-IMCMETA00INYECKOM MueaoHed-
pUTE OCTEONEeHs OblIa BhISIBIIEHA Y TIOJIOBUHBI OOTHHBIX.
JlaBHOCTH 3a0o0JieBaHUS, YacTOTa PELUJAMBOB Yy JAeTei
C XpOHMYECKUM THETOHE(PUTOM OKa3bIBATU BIVSTHUE
Ha pa3BUTHE OCTEOITEHNYECKOTO COCTOSTHUSI.

2. 'V nmereii ¢ rurnepkajgbliMypyeil TTIOBBIIIIEHNE 3KC-
Kpeluuu KaJlblldsl ¢ MOYOH OBITIO OOYCJIOBJIEHO YBEJIM-
YEeHUEeM ero 3KCKpeTupyeMoi (pakiuuu, T.e. CHUKEHU-
eM peabcopOiuu B KaHaiblax. [Ipu aTOM comepxkaHue
KaJblMsI B KPOBU HAXOJUJIOCHh B TIpeeiaX HOpMabHbBIX
3HAYEHU.

3. CHuXeHue MUHEpaJbHOW TIJIOTHOCTU KOCTH
y JIeTeli ¢ TUTIepKaIbLIMypHeil TTIOBBIIIAIO PUCK Pa3BUTHSI
nepesoMoB. [lepenombl kocTeit B aHamHe3e umenu 1/3
JeTel ¢ OCTeOIeHnel, ABYX- U TPeXKpaTHbIE TTepeIoMbl
HaOonanrMch B 3 pasa vaiiie, 4YeM y JAeTell rpyTIibl CpaB-
HEHUsI.

4. OrTsaronieHHbIN TepUHATaIbHBIII aHaMHe3, Ma-
Jlasi Macca TIpU POXIEHWHW, paHHUM TepeBOx Ha HC-
KYCCTBEHHOE BCKapMJIMBaHUe, AePUIIMT TOTpeOIeHUS
KaJIbLIMS C MUILEH IBISTUCH (paKTOpaMu pUCKa pa3BUTUSI
OCTEOTEeHNM Y OOJIbHBIX C TWIEpKaJbLIMypuei. Y merei
CO CHUXXEHMEM MMHEpaIbHOM TUIOTHOCTU KOCTU 3HAUM-
TeJbHO Yallle 10 CPaBHEHMIO ¢ OOJbHBIMU Oe3 OcTeore-
HUM HAOJTI01a7I0Ch AUCTAPMOHUYHOE (hU3UUECKOe pa3BU-
THE B BUJE OTCTaBaHUS B pOCTe U JeUILINTA MacChl Tela,
a TaKXXe BbICOKMI YPOBEHb CTUTMATU3ALINH.
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Maanvyes C.B. u coaem. CHIXXeHe MUHEPATbHOI TUIOTHOCTH KOCTH Y [IETEll ¢ THIepKaIbliypueil, HepomuTua3oM u HepoKaTbIIHHO30M

5. VYBenuueHWe B CHIBOPOTKE KPOBM CONEPXKAHUS
KOCTHOTO M30(epMeHTa IIeTOTHOM hocdaTasbl M KUCTOM
¢ocdarasbl oTpaxkano paBHYK CTeleHb BBIPAXKEHHOCTHU
MPOIIECCOB KaK KOCTHOM pe30opOInu, TaK U KOCcTeodpa-
30BaHUS Yy JAeTel C TMIEePKaIbLIMypHeil. Y OONTbHBIX XpO-
HUYECKUM MUEIOHEMPUTOM ¢ BBIPAXKEHHOM 0CTEOTICHUEH
HaObII0JAIOCh YCUJIEHUE TIPOLIECCOB KOCTHOM pe30pOoInu
10 OTHOIIIEHUIO K KOCTEOOPa30BaHUIO.
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CraHoBsieHue (DyHKIMIi MOYEK Y JAeTeil, pOIUBIIMXCS NMpPeKIeBPEMEHHO

A.U. Caguna’, I A. AbOyasuna®, M. A. Jlamunosa’

TBOY ANO «KazaHckasa rocynapcTBeHHas MeamumHekas akagemums» Munagpasa Poccuu;
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Formation renal function in children born prematurely

A. 1L Safina’, G.A. Abdullina®, M.A. Daminova’

'Kazan State Medical Academy; 2City Children's Hospital Ne1, Kazan, Russia

Llesan padoThI: aHAJIM3 COBPEMEHHDBIX JAAHHBIX MO MPoOJieMe CTAHOBJIEHUS (DYHKUMIA MOYEK Y JeTeil, POXKIEHHbIX HeJOHOUMIEHHBIMH.
IIpoBenen 0030p MyOIMKALMiT 0T€YECTBEHHBIX U 32Py0EKHBIX ABTOPOB, H3YUY€HbI JAHHbIE PAHIOMU3HPOBAHHBIX KJIMHUYECKHX 1 SH-
JIeMHOJIOTHYECKUX HccaenoBanuii. Pe3ynsraTsl. MeponpusaTis HHTEHCHBHOI Tepanuu, KOTOpPble BKJIIOYAKOT B ce0sl HCKYCCTBEHHYIO
BEHTHJISILMIO JIETKUX, HH(Y3HOHHYIO Tepanuio, NapeHTepaibHOe MUTAHNE, BHYTPUBEHHOE BBEJEHHE JIEKAPCTBEHHBIX CPECTB, MPH-
BOJAT K MOBBIIEHHOIi HArPy3Ke Ha He3peJible MOYKH HeJOHOLIEHHOTO pedeHKa B HeoHATaIbHOM nepuone. OcoObiv hakTopoM pucka
CJIYXKHMT ellle HecOBepIIeHHAsl KIy00YKOBasi M KaHa/bueBas (P)yHKUMH, 00/IbIIAs KANWLISPHAS NOBEPXHOCTD MOYEK, BLICOKHIA MO-
YeYHbIii KDOBOTOK, HECOBEPLIEHHAS PETYJISIMS KUCIOTHO-IIETOYHOTO COCTOSIHAS M CNIOCOOHOCTh K KOHIIEHTPUPOBAHMIO, KOTOPbIE
N0]1 BIMSIHHEM BHELIHMX HATPY30K CTAHOBATCA HecocToATe IbHbIMU. 11pH Bo3aelicTBuM noBpexxaaomux (pakTopos Ha nouku ¢ aedu-
UTOM He()POHOB YBEIMYUBAETCS PUCK JabHejinIero cHkenns pyHkuun novek. I[lpennonaraercs, yro nedpunur HehpoHoB Ge3 10-
MOJIHUTENBHBIX HETATUBHBIX (DAKTOPOB He MPUBOAUT K XPOHHYECKHM 3a00JeBaHuAM B OyaymeM. 3akimoyeHue. AHATU3HPYS NpPo-
BeJIeHHbIE HCCJIeIOBAHNS M0 CTAHOBJIEHNIO (YHKIMIA OYeK Y eTeil, POXK/IEHHBIX HeIOHOIEHHBIMU, MOXKHO NPe/NoJaraTh, 4To 1eTH
C TeCTANMOHHBIM BO3pacToM MeHee 32 Hel M ¢ Maccoii Tea menee 1500 r nmpu poxKIeHNUH, KOTOPbIe MOABEPTaOTCS BO3AEHCTBUIO
HeOaronpuATHLIX (haKTOPOB OKpYKAIOIIEH cpelbl HA PA3BUBAIOLIMECS NMOYKU B MEPHHATAILHOM M HEOHATAJILHOM NEPHOIAX, HA-
XOIATCS B 30HE PUCKA PA3BUTHUS XPOHMIECKOI 00JI€3HN MOYEK B AAJIbHEIIIel JKU3HH.

Karoueswte caosa: nedonowennvie demu, npexcdespemerHvie poodsl, XpoHUYecKas 601e3Hb NO4eK.

Ansa umtupoBanus: Cacpura A.U., A6aynnuHa I A., JamuHoBa M.A. CTaHoBReHne (yHKUMIA NoYeK y AeTei, POAUBLLMXCS MPEXAEBPEeMeHHO. Poc
BECTH nepuHaton v neaunatp 2016; 61: 5: 166-173. DOI: 10.21508/1027-4065-2016-61-5-166-173

A premature baby needing resuscitation after birth, is exposed to damaging factors affecting the entire body, including the kidneys.
Aim — analysis of current data on the issue of the formation of kidney function in children born prematurely. Materials and methods.
The review publications domestic and foreign authors studied data from randomized clinical and epidemiological studies. Results
and discussion. Events intensive care, which include mechanical ventilation, infusion therapy, parenteral nutrition, intravenous drugs,
lead to an increased load on the immature kidney premature baby in the neonatal period. A special risk factor for preterm is still
imperfect glomerular and tubular function, renal large capillary surface, high renal blood flow, inadequate regulation of acid-base
balance and the ability to concentrate, are under the influence of external loads become insolvent. Under the influence of damaging
factors on the kidney nephron deficit increases the risk of further decline in kidney function. It is assumed that no additional nephrons
deficit is not negative factors leads to chronic diseases in the future. Conclusion. Analyzing conducted research on the formation
of kidney function in children born prematurely, it can be assumed that children with a gestational age less than 32 weeks and weighing
less than 1500 grams at birth, who are exposed to adverse environmental factors on the developing buds in the perinatal and neonatal
periods. They are in the zone of risk of chronic disease of the kidneys in later life.

Keywords: premature babies, premature birth, chronic kidney disease.

For citation: Safina A.l., Abdullina G.A., Daminova M.A. Formation renal function in children born prematurely. Ros Vestn Perinatol i Pediatr 2016; 61:
5:166-173 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-166-173

B Poccum, mo manneim BO3, B 2010 1. wacTora mpexkaeB-

B CBSI3W C IIMPOKMM BHEAPEHHWEM HOBBIX PEIpo-
peMeHHBIX ponoB — 7% [2]. IpexaeBpeMeHHBIMU TIPU-

JYKTUBHBIX TeXHOJ’[OFHﬁ, YBCJIMYCHUEM KOJIMYC-

CTBa MHOTOIUIOAHBIX POIOB, pACIIMPEHUEM IOKA3aHMIA
JUTST TIPEXIEBPEMEHHOTO POIopa3pelieHHsl 3a TOCIeHIE
rofibl B Pa3BUTHIX CTpaHAX OTMEYAETCs HapacTaHWe 4Ya-
CTOTBI TIPEXKIEBPEMEHHBIX POIOB, KOTOpasi COCTABIISIET
oT 4,5 10 16% wn He UMeeT TeHACHUMI K CHUXKeHuo [1].

© KonnekTtne aBTOpOB, 2016

Anpec aasa koppecnonaenunn: CabuHa Acust MibaycoBHa — A.M.H., pod., 3aB.
Kacdenpoii reaTpuu U HeoHarosnoruu KasaHcKoil rocy1apcTBEHHOM MeTULINH-
CKOU akaieMun

JlamuHoBa Mapust AHaTOJIbeBHA — K.M.H., aCC. TOM Xe Kadeapbl

420012 Kasanb, yi1. Bytieposa, 1. 36

A6nynmvHa [ynust AHacoBHa — Bpad-He(POJIOTr MEANATPUIECKOTO OTIAEICHMUS
Ne 1 Toponckoit retckoii GombHULIBL N |

420012 Kazanb, yi1. [lekabpuctos, 1. 125a

HSITO CUMTATh POJIbI, TIpou3oIIenine B cpok 22—37 Hen
rectauuu [1]. HemoHollleHHbIC €T 3aHUMAIOT BeIyllee
MECTO B CTPYKType 3a00JIeBA€MOCTH U CMEPTHOCTH Tie-
pUHATAJILHOTO Tlepuona. ExXeromHo B MHUpe poXAaroTCs
15 muiH HemoHomeHHBIX netelt [3]. B Poccum poxmae-
MOCTb JeTeil paHee 37 Hel recTallMOHHOTO BO3pacTa Co-
craBisieT 6—12%, U3 HUX Ha JOJTIO JeTei ¢ OUeHb HU3KOM
maccoit Tena (1000—1499 1) u sKCTpeMalibHO HU3KOM
maccoir tena (500—999 1) mpu pPoOXIEHUU TPUXOAMUT-
ca 1-1,8 m 0,3-0,5% coorBercTtBeHHO [3]. Hecmotps
Ha HeOOJIbLIOW YPOBEHb POXIAEMOCTU JIETE C Maccoi
tena meHee 1500 1, maHHast KaTeropusi HETOHOIIEHHBIX
COCTaBJISIET OCHOBHYIO YacTh CpelM YMEPIIMX B HEOHa-
TaJlbHOM Tiepuoje gereir — 50—70% [4].
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Cagpuna A. 1. u coasm. CtaHoBneHre GYHKIMIT TTOYEK Y NETell, POAMBIIMXCS TIPEXIEBPEMEHHO

HayuyHo-TexHUYeCcKMii TIporpecc W WHTEHCUBHOE
pa3BUTHE BBICOKMX TEXHOJIOTUN CMOCOOCTBOBAIU YJIyd-
LIEHWIO TIEPBUYHON peaHUMallMOHHON MOMOIIH, TOCTHU-
SKEHMSIM B 00JTACTM MHTEHCUBHOM Tepariyi 1 COBEPIIeH-
CTBOBAHUM TEXHOJIOTHIA BBIXaXKMBAHUS, YTO TTO3BOJIMIIO
MepeiTH K HOBBIM KPUTEPUSIM KUBOPOXKIEHHOCTH. Ta-
K1M o0pa3oMm, eciiu paHee peructpaiuu B opraHax 3AI'C
MoJjieXXain Bce JeTH ¢ Maccoil mpu poxaeHuu 1000 r
u OoJiee M 1eTH ¢ Maccoli rmpu poxaeHun 500—999 1, mpo-
xuBine 6osee 7 cyt, To ¢ 1 stHBapst 2012 . Hala cTpaHa
repennuia K HOBBIM KPUTEPUSIM KUBOPOKIECHUST: Macca
npu poxaeHun conee 500 r m miuHa Tena 6onee 25 cM
MPU CpOKe recTauuu Oosiee 22 Hel NPU HAJTWYWUU TIPU-
3HAKOB kmBopoxaeHHocTu [4]. CremoBaTenbHO, pea-
HUMAalLIMOHHAs MTOMOIIb BCEM 3TUM MJlaJeHIaM TOJIKHA
OKAa3bIBAaThCS B TIOJITHOM 00beMe C TIEPBBIX JHEIH XKU3HMU.

C 2013 1. B CBSI3M C BHEAPEHUEM HOBBIX TEXHOJOTUI
BBIXaXKMBAHUST HAMETUJIACh TEHIEHIIUS CHVKEHUST MJla-
JIEHYECKON CMEPTHOCTU U TOBBIIIEHUST YPOBHS BBIKU-
Bae€MOCTH JETEH C reCTallMOHHBIM Bo3pacToM 22—24 He.
Cpeayn BBDKUBIIUX HOBOPOXKIEHHBIX OTMEUYAECTCS BBICO-
Kast BEPOATHOCTh WHBAJTUAM3ALIMY B OyAylIeM — Helo-
HOIIIEHHBIE JETH C TECTALIMOHHBIM CPOKOM MeHee 32 HeJl
MpU POXKIECHUU WMEIOT 3HAUYUTETbHBIA PUCK Pa3BUTHS
OCJIOKHEHMI KaK paHHUX, TaK U OTCPOUEHHBIX, TSXKETbIX
COMAaTUYECKUX Y HEBPOJIOTMYECKUX 3a00JieBaHmiA [5].

HenoHomeHHbIlT pebeHOK, HYyXAAKOIIMHACI B pea-
HUMALMOHHBIX MEPOTPUATUSAX TIOCNIE POXICHUS, TOMI-
BepraeTcs BO3IECHCTBUIO ITOBpEXKAAIONINX (HaKTOPOB,
BIUSIIONINX Ha BECh OPTaHM3M, B TOM YHCJIe Ha TTOYKH.
MeponpusiTist MHTEHCUBHOM Teparniu, KOTOpble BKITIO-
4aloT B cebsd WMCKYCCTBEHHYIO BEHTUJISIIIUMIO JIETKUX,
WHOY3UOHHYIO Tepanuio, MapeHTepaJlbHOe TUTaHue,
BHYTPMBEHHOE BBeJIEHUE JIEKAPCTBEHHBIX CPEACTB, TIPU-
BOIAT K TOBBIIIEHHOW HArpy3Ke Ha He3pesble TOYKU
HEJIOHOIIIEHHOTO pebeHKa B HEOHATAJIbHOM TIepHOJE.
Oco0bIM (haKTOPOM pHCKA Y HENOHOIIEHHBIX CITYXKHUT
elle HeCOoBepIIeHHasT KITyOOuKoBasi W KaHablleBast
(yHKUMS, OOMbIIasg KaWIISIPHAs TTOBEPXHOCTD TMOYEK,
BBICOKMI TOYEYHBIN KPOBOTOK, HECOBEPIIIEHHAs pPery-
JISIUUST KUCJIOTHO-TIIEJIOYHOTO COCTOSTHUS U CTTIOCOOHOCTH
K KOHIEHTPUPOBAHWIO, KOTOPBIE TION BIUSHUEM BHEII-
HUX HaTPy30K CTAHOBSITCS HECOCTOATEIbHBIMU [6].

Kak w3BecTHO, MOYKM YelloBeKa pPa3BUBAIOTCS
U3 TpeOHSA Me30lepMabHOM TKaHMW, KOTOPBIM HaXo-
JIIUTCS BAOJb 3aJHEU CTEHKM OPIOLIHOI IMOJIOCTH IT0 00¢e
CTOPOHBI OT MPUMUTUBHOM aopThl. B TeyeHme smbOpro-
HaJIbHOTO Pa3BUTHUST (POPMUPYIOTCS TPU pasHble TapbI
opraHoB MoueBoi cuctembl. [IpoHedpoc (Tipearmouka)
u Me3oHedpoc (nmepBUYHasl Moyka), KoTopble He (hyHK-
LIMOHUPYIOT WJIA OTPaHUYEHHO (DYHKIIMOHUPYIOT, pa3BU-
BalOTCS B TeUEHUE TIEPBBIX 5 Hell OepeMEeHHOCTH, 3aTeM
perpeccupytoT B mpoiiecce pa3putus. [locTosiHHOE paz-
BUTHE MOYEK (OKOHUYATEIBHON MOYKU, WU MeTaHedpo-
ca) HAYMHAETCs MPUMEpPHO Ha 5—7-i1 Hesene recTaluu.
MetaHedpoc cOCTOUT M3 ABYX KOMIIOHEHTOB: SMUTEUS
3ayaTka MOYETOYHHUKA U MeTaHe(DPOTEeHHON Me3eHXUMBI.

TTpokcuManbHBIN KOHEII 3auaTKa MOYeTOUHUKA TTOI BT -
sTHUEeM MeTaHe(POTeHHOM TKaHW pacIIvpsieTcs] U TIpe-
BpalllaeTcs B 3a4aTOK MMOYEUHOM JIOXaHKU, JallleK, CoOu-
paTenbHbIX TpyOouek. OOpa3yrolrecs: BETBU BbI3bIBAIOT
KOHZIEHCAIIMIO ME3EHXUMBI BOJIM3U CBOMX BEPXYIIIEK, Te
Ha 9-i1 Hexene OepeMeHHOCTH HauynHaeTcss (opMUpOBa-
HUe He(POHOB, KOTOPOE TOCTUTAET MaKCUMyMa Ha 32-ii
Henene. Okono 60% HedpoHOB pa3BUBaeTCd B Tede-
Hue IIT TpumecTpa GepeMeHHOCTH 10 36 Hel TecTallluM.
Y uyenoBeka ¢dopMupoBaHUE HE(PPOHOB 3aBEpIIAETCS
eme a0 poxaeHus. CiemoBaTeNbHO, JIIOOON aeUIIUT
HedPOHOB TTOC]Ie POXKICHUST He MOXET OBITh KOMITEHCH -
pOBaH MyTeM YCWJIEHHOTO HedporeHe3a W UMEIOIINUIACS
neduunuT HePOHOB OYAET COXPAHSITHCSA Ha TTPOTSIKEHUT
Bceil xxu3Hu [7].

KonnuectBo (yHKIMOHUPYIOIINX HEPPOHOB B MOU-
Kax WrpaeT BaXXHYIO POJib B CITOCOOHOCTU JUTMTETHHO-
ro (OYHKIMOHUPOBAHUS 3TOTO OpraHa — OOIlee KO-
yectBo coctapisieT oT 300000 no 1000000 (B cpenHem
600000). TToykn ¢ MEHBIIUM KOJUYECTBOM HE(MDPOHOB
MpU POXKIACHUM MMEIOT HU3KUN (PYHKIIMOHAIBHBIN pe-
3¢pB M CTAHOBATCS O0JIee BOCIIPUUMYUBBIMU K TTOCITEIY-
oM noBpexaeHusim [7]. UccnenoBanune M. Hughson
M COAaBT. TIOKA3aJI0, YTO C KaXIbIM KMJIOTPAMMOM MacCChl
MpU POXKIECHUU KOJUYECTBO HE(PPOHOB B IMOYKAX YBe-
mmuuBaetcd Ha 250000. Takum oGpa3oM, HU3KME Mac-
ca W TeCTAallMOHHBIA BO3PACT MPU POXKIECHUU SIBIISIIOTCS
CUJIBHEMIITMMU KITMHUYECKUMHU KOPPEIITaAMU CHIDKEHUS
KoJimdecTBa HepoHOB [8].

B KIMHWYEeCKMX MCCIeTOBAHUSX I OLEHKHW OCHA-
IIEHHOCTH TIOUeK He(poHAMU HMCIIOJNB3YIOT pa3Mep Io-
YyeK, OMNpenessieMblii 1 MeTOAaMU yJIbTPa3BYKOBOI 1A~
THOCTUKH, JIUOO MarHUTHO-PE30HAHCHOM TOMOTrpaduu.
B psnme wccrienoBaHWii TTOKa3aHO YMEHBIIEHHWE IJTUHBI
1 obbeMa ToYeK y JeTeil, pOXKICHHBIX TPeXIeBpeMeH-
Ho [9, 10]. C onHOIi CTOPOHBI, YIBTPa3BYKOBOE U3MEpPE-
HHUEe pa3Mepa TMOoYeK SBISIETCSl XOPOIIMM IToKa3aTeleM
KoimyectBa HeppoHoB. C Apyroii CTOPOHbBI, HEOOXOIM-
MO YYMTHIBATh BO3MOXHOE YBEJIMYEeHUE pa3MEepoOB TTO-
YeK 3a CYET KOMITEHCATOPHOM TUTIepTPOPUN KITyOOUKOB
¥ KaHAJIbLIEB B CBSI3M C BO3pacTaHUEeM (DYHKIIMOHATBHBIX
MOTPeOHOCTEN TMOCTe POXKIECHUS, YTO MPUBOIUT K TIO-
BBIIIEHWIO MHTEPCTUIIMATBLHON Macchl movyek. CiemoBa-
TEJBHO, OTpeeSiecHre pa3MepoB TTOYEK JIJIsT OLEHKU OC-
HaleHHOCTH HedpoHamu HemoctaTouHo [11]. HauGonee
WHOOPMATUBHBIM METOAOM IS TOACYeTa KOJUYeCcTBa
He(MPOHOB SIBJISIETCST ayTOTICUSI TIOYeK, KOTopasi JaeT 00-
Jiee TIOJTHOE TIOHMMaHWe CTPYKTYPHI IMTOYeK U KOJIMYeCTBA
KJTyOOYKOBBIX TIOKOJIEHUI, 0Opa30BaHHBIX B ITOYKaX.
R. Douglas-Denton u coaBT. Ha OCHOBE MaTOJOroaHa-
TOMUYECKOTO M3YyYeHUs OOIIETo KOJUYecTBa He(PPOHOB
Yy YeThIpEX pacoBbIX Ipyril (24 OeabIX U aBCTPATMHCKUX
abopureHoB CeBepHoii Tepputopuun ABcTpanuu, 84 Oe-
nbix 1 105 adppoamepukaHiieB u3s JIxxekcona, mrat Muc-
CHCHTINA) YCTAHOBWMJIM B3aMMOCBSI3b MEXIY KOJUIECTBOM
He(pOHOB M MaccCoil Teja MPU POXIEHUU, BO3PACTOM,
KJI1yO0O4YKOBBEIM 00beMoM. [lo JaHHOMY WCCIIeIOBaHUIO
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MIpEeANoaraeTcsi, YTO Ha KaXAblii KUJIOTPaMM MacChl
Tesa JOTIOJTHUTEbHO KOJIMYECTBO He(POHOB BO3pacTaeT
Ha 200700 [12]. B apyroit paboTe mouku ymepInux 56 ap-
poaMepuKaHIIeB U TMpeAcTaBUTeNell 0eoil packl ObUTH
WCCIIeIOBaHbl CcTepeojornuyeckuM meronom [8]. Ycra-
HOBJIEHa CBSI3b KOJMYeCTBa He(POHOB C Maccoil Tenra
MpY POKAEHUN W 00paTHO MPOITOPIIMOHATbLHAS — C KITy-
OOUYKOBBIM 00BEMOM. BEBISIBIEHHAsT TIIOMEpPYJIOMETaTHST
SIBJISIETCST MAPKEPOM TOBBIIIIEHHOTO PYCKa TTPOTPEeCCUPO-
BaHMs TTOYEYHBIX 3a00eBaHmii [13].

Tak xak HedporeHe3 MpojaoKaeTcs 10 36 Hem Oe-
PEMEHHOCTH, BEPOSTHO, YTO HEJIOHOIIEHHbIE HOBOPOX-
JIEHHBIE C TeCTALIMOHHBIM BO3pacTOM MeHee 32 Hell UMe-
0T aepuut HedpoHOB Mpu poxaeHUH. OITHAKO €CTh
JIaHHBIE, CBUIETEILCTBYIOIINE O TOM, YTO Y HETOHOIIEH-
HBIX JeTell CO CPOKOM TecTalluu MeHee 32 Hel (popMu-
poBaHKMe He(MPOHOB MPOAOIKAETCS W B TTOCTHATAIBHOM
nepuone. M. Rodriguez 1 coaBT. mpoBesin MaTojoroaHa-
TOMUYECKOe (ayTOICusl) MccliefloBaHNEe HEeIOHOIIIEHHBIX
nereii (recTallMOHHBIN BO3pacT MeHee 28 Hell) ¢ 9KCTpe-
MaJIbHO HU3KOW MacCoil Tesla TpU POXACHUM, KOTOPOe
ITOKa3aJio 3aMeTHOe CHUKEHWE KOJIMYECTBA paavualbHBIX
KJIyOOYKOB IO CPaBHEHUIO C JOHOIIEHHBIMU JIETHMH.
DdopmupoBaHre KIIyOOUKOB MPOAOJIKAIOCh 10 40 nHeil
Tocje POKAECHUSI, OMHAKO WX KOJWYECTBO HE TOCTHUTJIO
VPOBHSI y JTOHOIIEHHBIX Aetei. MccmeqoBaHue mokasa-
JIO, YTO KOJUYECTBO HEe(MPOHOB CUIBLHO KOppEIUpyeT
C TeCTallMOHHBIM Bo3pacToM. TakuMm o6pa3oM, aKTUBHOE
(opMmupoBaHUEe KITYOOYKOB MPOAOJIKAETCS AaKe TOCIe
POXIEHUS B TeUEHHE KOPOTKOTO TEeproaa, OJHAKO 3TO
He KOMITEHCUPYET BBIPAKEHHBIN AeHUIIUT HedpPOHOB
pu poxkaeHnu. Kak ciefcTBue, HEMOJMHbBINM HeporeHes,
XapaKTepHBII IJIsT BCeX HETOHOIIEHHBIX IeTeil ¢ KpaiiHe
HU3KOM Maccoii Tejia TPy POKAECHUU, TIPUBOIUT K CTOM-
KOW OJNUTOHE(POHUM, KOTOpas SIBISETCS OCHOBHBIM
(bakTOpOM puCcKa pa3BUTHUSI XPOHUYECKON OOJIE3HU TO-
YyeK B JaJbHEeWIe ku3au [14].

M. Sutherland u coaBT. TpoBeaU M3ydyeHHE TOYEK,
MMOJTYYEHHBIX TTPU BCKPBITUU 28 HETOHOIIEHHBIX U 32 10-
HOIIEHHBIX MEPTBOPOXICHHBIX; B TPYITITY HEIOHOIIEH-
HBIX TaKKe BOIUIM 6 JeTeil, KOTOpble UMEeTU 3aJepXKKy
BHYTPUYTPOOHOTO pa3BuTusi. HeoOXomumMo OTMETUTb,
YTO CpaBHEHHME pPa3BUTHUSI TIOUEK Yy TIPEXKIeBpPEMeH-
HO POXIEHHBIX MJIAICHIIEB W MJIAJCHIEB C 3aJepKKOM
BHYTPUYTPOOHOTO DPa3BUTHUSI HE BBISIBUIO CYIIECTBEH-
HbIX paznuuuii. OOHapyXeH YCKOpEeHHbI HedporeHes
B IpyIIie HeJOHOIIEHHBIX, O YeM CBHMIETEIIBCTBYET YBE-
JIMYEHNWE YUCIIa KITYOOUKOBBIX MOKOJEHWI W YMEHbIIIe-
HUEe IIUMPUHBI He(MPOreHHOUM 30HBI (MpearnoaraeTcs
paHHee TIpeKpallleHre HedporeHesa mociie POXKICHUs)
0 CPaBHEHUIO ¢ JOHOIIeHHBIMUA. KpoMe Toro, cpeaHsist
TJTOIIA b ITOTIEPEYHOTO CEUEHUST TTIOUEYHOTO TeJIblia ObLTa
3HAYUTENbHO OOJbIlle Y HEIOHOIICHHBIX MJIaICHIICB.
Oco0yto 00eCITOKOEHHOCTh BBI3BIBAET TO, UTO B CTPYK-
Type He(POHOB y HEeIOHOIIEHHBIX AeTeit 6omee 13,7%
KJIyOOYKOB SIBJISUTUCH AHOMAJbHBIMU T10 CpPaBHEHUIO
C JIOHOIIEHHBIMU U3 TPYIIITBI KOHTPOJISI. DTU KITyOOUKHU
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ObUTM OOHApyXeHbl B PACHIMPEHHOM OOYMEHOBCKOM
MPOCTPAHCTBE U CMOPIIEHHOM KJIyOOUKOBOM Tyuke [15].
DakTOphI, CBS3aHHBIE C Pa3BUTHUEM AHOMAJIBHBIX KITy-
OOYKOB, TTIOKA HEM3BECTHBI, U 3TO BaXKHOE HaIlpaBJICHUE
B OyoylIMX WCCIeNOBaHUSIX. Y POXIEHHBIX C HU3KOU
Maccoil 9KCTIEPUMEHTANIBHBIX KPBIC, KOTOPBIX BHYTPUY-
TpOOHO TOABEpPraJii HU3KOOEIKOBOU 11eTe, HedporeHes
ObUT 3aMeJIEHHBIM (OTCTaBaJl) ¢ BBICOKMM TPOIIEHTOM
He3peJbIX He(PPOHOB, UTO CBSI3aHO C HApPYIIEHUSIMU B Oa-
3aJIbHOI MeMOpaHe KIIyOOUKOB M CTPYKTYpPE TOAOIIMTOB.
ABTOpBI HCCJIEIOBAHUSI YTBEPXKIAIOT, YTO TOA00HBIE
paHoO 3arporpaMMUpPOBAaHHBIE CTPYKTYpHBIE aHOMAaJTUU
MOTYT YBEJIMUUTH BOCTTPUUMYNBOCTD K MPOIOTKAIOIINM-
¢S TIOBPEXKIEHUIM TTouek [16].

Takum 006pa3oM, Ha OCHOBE TIPOBEIEHHBIX MCCIIEI0-
BaHUIT MOXHO TIPEIITOJIOXKUTD, YTO Y MPEXIEeBPEMEHHO
POXIEHHBIX JeTeil NMeeTCs BBICOKAs MOJIsT aHOMAaJIbHBIX
KJIyOOUKOB, KOTOpbIE pacroJjiaraloTcsi B KOPKOBOM CJIOE
U HaXOHSATCS B caMOi He3pesioil craguu pa3Butusi. OHu
COCTOAT U3 HenudhepeHIMPOBAHHBIX KJIETOK KIIyOOUKO-
BOTO 3a4yaTKa, OKPY>KEHHbBIX CJIOEM TOJOIIUTOB CO CKY/I-
HOI BacKyJspu3alneil. YIuTeiBasi TpyOble aHOMAaJUU
B OTUX KIJIyOOUKaxX, MaJOBEpOSTHO, YTO KOTIa-HUOYIb
OHU OynyT (GyHKIIMOHUPOBATh 1, CKOPEE BCETO, BITOCIIE -
CTBUM OYIyT paccachbiBaThbCS B OKPYXKAIOIMIMX TKaHSIX.
B HeoHaTambHOM TIepHOJe TaKUe M3MEHEHUST TIPUBEIYT
K 3aMETHOMY CHMXEHUIO (DyHKIMU TIOUeK, €CIu TI0-
cTpajasia BeIcOKasi 10Jis He(ppoHOB, U HE3HAYMTEILHBIM
HapylLIEHUsIM, €CJIM 3aTPOHYTa HeOOJIbIasl 4acTh KIy-
00uKOB. BaxkHO MOHMMATh, YTO YeM MeHbIle (QYHKIINO-
HUPYIOIIUX He(PPOHOB, TEM MeHbIIe (PYHKIMOHATBHBIN
pe3epB MTOYKH, YTO CO3MAET MPEATOCHITKN K BTOPUIHBIM
MOBPEXICHUSIM B TeUeHHE JKU3HMU.

o cux mop He JoKazaHa 3THOJIOTUS aHOMAaJbHbBIX
KJ1y0oukoB. HenoHoIIeHHbIE 1I6TU C OJIMHAKOBBIM recTa-
LIMOHHBIM CPOKOM TP POXKIEHUM MOTYT UMEThb Pa3HYIO
JIOJTIO0 TTATOJIOTMYEeCKUX KiIyOooukoB. Bosbinoit pazdpoc
B TIPOTIOPLIMSIX aHOMAJTBHBIX KJTYOOUKOB CBUIETEIHCTBYET
0 TOM, 9TO TIPEXKIEBPEMEHHbBIE POIBI SIBIISTIOTCS HE SIMH-
CTBEHHOU MPUYNHOM (OPMUPOBAHMST AHOMAJTBHBIX KITY-
0oukoB. HeoOnaronpusitHble (akTOpbl, JAEHCTBYIOIINE
BHYTPUYTPOOHO W BBI3BIBAIOIINE MpEXIEBPEMEHHBIE
ponbl (3a7epXKa BHYTPUYTPOOHOTO pPa3BUTHSI, XOPUO-
AMHUOHMWT, aHTeHaTaJbHOE BBeAcHWE MEIUKAMEHTOB),
W MHTCHCHUBHAs Teparusi, BO3IEWCTBUIO KOTOPOW TOMI-
BepraoTcsl HeJIOHOIIEHHbIE MJIAZICHIIBI TTOCTIE POXKICHUS,
OKa3bIBAlOT HETATMBHOE BIMSHUE Ha (HOPMUpPOBAHME
HehpoHOB. Bece 3T (hakTOpHI IPUBOAIT K HAPYIIEHUIO
HedporeHe3a M yMEHBIICHUIO KOJIMYECTBA HE(MPOHOB,
YTO B KOHEYHOM CUETe TPOSIBIISIETCS CHIDKEHUEM (DYHK-
1yt movek. I1pu Bo3meiCcTBUM TOBPEXAAOIINX (PaKTo-
POB Ha TIOYKM C Ie(PUIIUTOM HE(HPOHOB YBEIUIMBACTCS
pUCK NaJibHENIIero CHUXeHUsi (yHKuuu opraHa [17].
IIpenmomaraercs, yro neuuT He)pPOHOB O€3 JOITOTHU-
TeJbHBIX HETATUBHBIX (DAKTOPOB HE TTPUBOIMT K XPOHU-
yeckuM 3abosieBaHusAM B OyayiieM [ 18].

Ha ceromgHsimiHuii AeHb MPOBEIEHO HEIOCTaTOYHO
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WUCCIENOBAHUI MO W3YyYEHUIO BIUSHUS BHYTPUYTPOO-
HOI cpeabl Ha PUCK Pa3BUTHS TOYEYHBIX 3a00JIeBaHUIA
BO B3POCJION XMU3HU. Pe3ynbraThl 9KCIEepUMEHTATBHBIX
HCCNIeIOBaHUI Ha KpbIcaX IMOKa3bIBAalOT, YTO HEIOCTa-
TOYHOE TMTaHUE BO BpeMs OEpPEeMEHHOCTH M PaHHETO
repyoaa XKU3HU MOXKET MPUBECTH K YMEHbBIIIEHUIO YUCTa
HedponoB. Tak, C. Merlet-Benichou n coaBT. onucanu
CHWXXEeHUE KOJMYecTBA HE(MPOHOB y KMBOTHBIX C CY-
IIECTBEHHBIM OTpaHWUYeHNEeM Oelka B TMepHUOd BHYTPU-
yTpoOHOTrO pa3Butus. JIpyroe uccieaoBaHue IOKa3ajo,
4yTO orpaHnueHue 6eiaka Ha 50% Bo BpeMs GepeMeHHO-
CTU TPUBOIUT K YMEHBIIEHUIO YUCIa KIYOOUKOB Y TO-
TOMCTBA, K pACHIUPEHMIO KIyOOYKOB WM THUIIEPTOHUM
BO B3pocJoit xku3uu [19]. Kpome Toro, S. Langley-Evans
U COAaBT. HAOJIOJAIM, YTO aHTeHATAJIbHOE BO3JEHCTBHE
HuskobenkoBoro nutaHust Kpsic Bo I u 11 TpumecTpax
OepeMEeHHOCTH BBI3BIBAET PACCTPOMCTBO HedporeHesa
y TTOTOMCTBA Y TaK3Ke MPUBOIUT K TUTIEPTOHUU BO B3POC-
JIOW KU3HU. DTU CBeAEHUs MOKA3bIBAIOT, YTO M3MEHe-
HUST B OKPYXaloIlleil cpeie B TIEPUOJ TTOYSTHOTO pa3BU-
TUSI MOTYT OKa3bIBaTh JOBOJBHO HETaTMBHOE BIMSHUE
Ha IMOYKU, YTO BHYTPUYTPOOHO MOKET MPUBECTHU K HAPY-
meHunto ¢popMupoBaHus HehpoHOB [20].

TakuM o6Gpa3oM, MOXHO YTBEpPKAaTb, YTO Pa3BUTHE
MOYeK Y HeJOHOIIEHHBIX MJIAZICHIIEB SIBJIIETCS He3aBep-
IIEHHBIM UM COOTBETCTBYIOIEE TOTpeOJieHNe KaJTopuid
1 OeNKOB HEOOXOAMMO JJIsi KOPPEKTHOTO 3aBEPIICHMS
npolecca dopmupoBaHus HedpoHoB. HemoctatouHoe
MUTaHue (IHTepalbHOe WM TapeHTepaibHOE) MOXKET
KaK yXyIIIUTh CO3peBaHne He(POHOB, TaAK U HETATUBHO
MOBIUSITh Ha (DyHKIIMOHUPOBAHUE TTOYEK B 3pEJIOM BO3-
pacre.

B TO e Bpems B OyayliieM Tepexoa OT Hebaronpu-
SITHOW Cpelbl K «CBEpXOJarorpusiTHON» OKpy>Karollen
cpelle TakKe MOXKET TIpeapacroiaraTb K TaTOJOTUU
BO B3pOCJIOi XU3HU. B yacTHoCTM, BBeneHue cmecei
¢ OoJpIIMM cofepXkaHueM Oejika U/WUu cojieil B ycJio-
BUSIX OTPAaHUYEHHBIX KOMITEHCATOPHBIX BO3MOXHOCTEM
MOYeK MOXKET MPUBECTH K M30BITOYHON 3KCKPETOPHOM
Harpy3ke, OTeKaMm, TMIEPTOHWH, a30TeMHU, a ToTeps
KMIKOCTU — K aeruaparanuu [21]. Mexmy Tem uccieno-
Banue H. Kanmaz un coaBT. moka3aio, 4To 3HTEepaibHOE
rotpebiaeHue 6eiaka 10 3,6 T/KT B CYyTKU B HEOHATAJIbHOM
repyoie He M3MEHSIET KaHaIbIEBYI0O W KIyOOUYKOBYIO
(GyHKUIMIO Y TIYOOKOHEIOHOIIEHHBIX HOBOPOXKIEHHBIX.
Tem He MeHee OTIaJeHHbIE Pe3YJIBTaThl BO3ICCTBUS BbI-
COKOTO TOTpebieHus 6esika Ha (PYHKITHIO MOYeK OCTaroT-
Csl HEeU3y4yeHHbIMHU [22].

AHTHOaKTEepUaTbHbBIE TIperapaThl MPEACTABISIOT CO-
6oi1 HamboJslee YACTyIO TIPUIMHY TOKCUYECKOTO JIeKap-
CTBEHHOTO TOBPEXAECHUST MOYEeK Yy HEAOHOIIEHHBIX Je-
Teli. Y HOBOPOXKIEHHBIX C O4eHb HU3KOM 1 9KCTPEMATbHO
HU3KOM Maccoit Tejia TPy pOXKISHUHN TTPUMEHEHNE aHTH-
OMOTUKOB PACIIPOCTPAHEHO OUEHb IUPOKO — 110 98,8%.
Hau6ombimass He(pOTOKCUIHOCTh CBOMCTBEHHA TaKUM
AHTMOMOTHKAM, KaK aMUHOTJIMKO3UABl M BaHKOMMIIVH.
Jpyrre aHTuOaKTeprUaIbHbIe CPEICTBA MEHEE TOKCUYHBI

1151 mouek. HeoHatanbHBIN BO3pacT MOXeT ObITh (haKTo-
pPOM pHCKa JIJIsT pa3BUTHUSI HE(POTOKCUIHOCTH, BbI3BaH-
HOM TIpMeMOM aHTHOAKTepUAJbHBIX TpErapaToB, U OH
CTAHOBHTCS TeM OoJiee 3HAYMMBIM, YeM OOJIbIIIe CTETIeHb
HegoHoueHHocTH [17].

TMposiBieHnss HePOTOKCUIHOCTU, BBI3BAHHOM Jie-
KapCTBEHHBIMM CpEICTBAMM, abCOTIOTHO HeCTenpUy-
HBI ¥ OKa3bIBAIOTCST TAKUMH 3Ke, KaK U TIPU APYTO 1MaTo-
JIOTUM TI0¥eK. BeTHOCTh KIIMHUYECKOW CUMMITOMATUKH,
CBSI3AaHHOW C JIEKAPCTBEHHBIM TMOPaXKeHUEM TMOoYeK, Ya-
CTO OOYCJIOBIMBAET MO3[HIOI TOCTAHOBKY JIMarHosa,
YTO TPUBOAUT K IBOJIOLIMU OCTPOro 0OpPaTUMOTro Mo-
pakeHUsI B XpOHMYECKOEe M TOTeHIMaTbHO HeoOpaTu-
moe. [loBpexknarolee BO3aeliCTBME Ha OpraHbl MOYEBOM
CHCTEMBl OKa3bIBAIOT TaKXKe CHHAPOM IUCCEMUHHMPO-
BaHHOTO BHYTPUCOCYIMCTOTO CBEPTHIBAHUSI, TUIIEpOU-
JIMpyOMHEeMUsl, METa0OJMUECKUI allua03, 110K, Y HOBO-
POXIEHHBIX HeTeil B MOCTpeaHWMAIlMOHHOM Iepuoje
3a00JIeBaHUSI MOUEBOW CHCTEMBI PEIKO ObIBAIOT M30JIM-
pOBaHHBIMU. BBIpaskeHHBbIE KIIMHWYECKUE TTPOSIBICHUS
BO3HUKAIOT OOBIYHO TOJBKO TIPU TPyOBIX MOpPOKax pas-
BUTHST TOYeK. Ha mepBbIii MJIaH BBICTYIAIOT CUMITTOMBI
MopaXkeHUsl [EeHTPaJTbHOW HEPBHOM CHCTEMBI, SIBICHUS
NbIXaTeJIbHON UM CEepAeYHO-COCYIMCTON HEN0CTaTOYHO-
cty. B HeoHaTabHOM TIEpPUOJIE TTOUKU Y HETOHOIIEHHBIX
(YHKIIMOHAIBHO He3pelble, KIYOOUKU HEeIOPa3BUTHI,
B pe3yJbTare yero (hujibTpallMOHHAs COCOOHOCTh CHM-
JKeHa 1 He 00ecrieuyrBaeT XOpOollero Auypesa, 4YTo BeJaeT
K pa3BUTHIO OTEYHBIX cocTossHUi. CKOpOCTh KiyOO4-
koBoii dwrsrparu (CK®) B mepron HOBOPOXKIEHHO-
ctu cocrasiseT 0,5 MI/Kr/MUH, 4TO B 3 pa3a MEHbIIIe,
4yeM y JIOHOIIEHHBIX aeteit — 1,5 Mi/Kr/mMuH [7]. Yuurtsl-
Basl BBILIEU3JIOXKEHHOE, HEOOXoIMMa HACTOPOXEHHOCTh
MeINaTPOB OTHOCUTEIBHO BO3MOXHOCTH Pa3BUTHS Y HO-
BOPOXAEHHBIX, OCOOEHHO TMepeHeCIINX peaHWMaIMOH-
HbIE MEPOTIPUSITUSI, TOUCYHOM naTojoruu [23].

AHTeHaTaJIbHBIN CTpecc, JieXallluii B OCHOBE pOXIe-
HUs pebeHKa ¢ HU3KOW Maccoil Tejia, He MOXET He OT-
pasuThesi Ha MOPMOJOTUYECKUX W (DYHKIIMOHATBHBIX
XapaKTepUCTUKAaX OPraHOB MOYEBOW CUCTEMBI, KOTOpHIE
MOABEPraoTCsSI MHTEHCUBHOMY POCTY M IIepeMOIETMPOBa-
HUIO Ha BCeX dTarax oHToreHesa [24]. B cBs3u ¢ HeOOIb-
UM KOJUYECTBOM HCCIEI0BAHUI U pa3HBIMM TTOJTyYeH-
HBIMM pe3yJIbTaTaMW OTHOCHUTEIbHO (DYHKIIMOHATHLHOTO
COCTOSTHUS TIOUEK Ha CETOTHSIIHUI JeHb He CYIIeCTBYET
eIMHOTO MHEHMSI 00 OTHaJIeHHBIX ITOCIEACTBUSIX TIpe-
JKIEeBpPEMEHHBIX PoJoB. [0 HEKOTOPHIM JTaHHBIM, (hYHK-
LIWS TTOYEK, KOTOpast 3aMeTHO CHIKAETCST B TeUeHHUE HEO-
HaTaJbHOTO TIepuoja y TMPEeXICBPEMEHHO POXIEHHBIX
JeTeit, TOCTUraeT HOpMaJIbHOM 3penocTu K 3—8 romam.
OO0 3TOM CBUIETENBLCTBYIOT paboThl M. Vanpée u coasr.,
KOTOpBIEe OLEHWBAIU (DYHKIIWIO TTOYEK HeTell pa3Horo
BO3pacTa, pOAMBIINXCS C OUeHb HU3KOI Maccoii Tena. Pe-
3ynbTaThl TToKasanu, 4to CK® y HemOHOIIEHHBIX AeTeit
B 9 MeC CKOpPUTHPOBAHHOTO BO3pacTa HILKE, YeM Y JIO-
HOIIIEHHBIX aHaJoTMYyHOoro Bo3pacta. OmHako B 8 JeT
MoKas3aTeJIM  yJAbTPa3ByKOBOTO UCCJIENOBAHUS TIOYEK,
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KOHIIEHTPAllMOHHAsT CITOCOOHOCTh TOYEK M BKCKPELUs
aTbOyMHUHA OB B TpeaeiaX HOPMBbI U He OTINYAINCh
OT 3HaYEHUH Y TOHOIIEHHBIX [25]. AHaJIOTMUHbBIC JaHHbBIC
obutn TostydeHsl J. Frankfurt u coaBT., KoTopbie o0cie-
JIOBAJIM HEIOHOIIIEHHBIX JETel ¢ ToAa J0 TpeX JIeT U Ha-
Gofany ynydireHnue GyHKIMK ToYeK ¢ Bo3pacToM [26].
S. Tacobelli Takxe 1okasai, 4To pa3Mephbl MOYEK, apTepr-
aJlbHOE IaBJIeHUE, YPOBEHb KpeaTHHUHA CBIBOPOTKH Y PO-
JMUBIIUXCS HEIOHOILIEHHBIMU JIeTeil B Bo3pacte 6—8 jer
COOTBETCTBYIOT HOpMe. OIHAKO OBIIO BBISIBIEHO Hapac-
TaHWe COOTHOIIEHUSI MUKPOATbOYMUH KPEaTUHWH BBITIIE
20 Mr/r B IIKOJBHOM BO3pacTe, MOJOXUTEJIbHO KOppe-
JIMPOBaBILIEE C apTePUATBbHOM TMIIOTOHUEU, pa3BUBIICH-
Cq B HEOHATAJbHOM TepUofe, U PaHHUM TOCTHKEHUEM
«IOTOHSIIOIIETO POCTa» B 6 Mec, YTO, BO3MOXKHO, CITYXKHUT
roKa3zaTeJieM pUCKa pa3BUTHST 3a00JIeBaHMIA ITOYEK Y JaH-
Ho monynsiuuu [27].

ITpOTUBOMONIOXKHBIE pPe3yabTaThl OBUTM TTOJyYEHBI
pSIOM aBTOPOB, COTJIACHO KOTOPHIM (DYHKIIMS TTOYEK
HEJIOHOIIEHHBIX JeTeil CO CPOKOM TeCTAllMU TPU POK-
JeHU MeHee 32 HeJ 3HAUMTEJbHO OTJIMYAeTCS OT Ta-
KOBOI1 y JOHOIIIEHHBIX B pa3Hble BO3PACTHBIE TTEPUOIbI
nx xu3Hu. Tak, pesynabraThl uccienoBanust A. Gheissari
U COAaBT. HEAOHOIIEeHHBIX aeteid B 18—30 Mec ckoppu-
TMPOBAaHHOTO BO3pacTa TMoKa3ajy 3HAYUTETbHOE TTOBHI-
IIeHWe COOTHOIIEHUs KaJlbIUs W KpeaTMHWHA, (pak-
IIMOHHOM 9KCKpelMu MarHus Moun u cHiskeHne CK®
10 CPAaBHEHUIO ¢ KOHTPOJILHOM TPYIIOi. ApTepuaibHOe
NaBJIeHUE MEXIy TpymnramMu He paszindanoch [28]. 3Ha-
YUTEJIbHOE CHUXXEHWE OTHOCHUTEJBHOTO 00beMa IMOoYeK
B BO3pacTe 2 JIeT Y HeJIOHOIIEeHHBIX JeTel ¢ recTaru-
OHHBIM Bo3pacToM 28—36 Hen BoisiBUI A. Drougia [29].
N. Nishizaki, oueHuBasg QYHKIMIO MOYEK B MSATUIET-
HEeM BO3pacTe Y HeTOHOIIEHHBIX AeTeil ¢ OUeHb HU3KOM
MaccoW Tea Mpu poXACHUH, MoKasall MOJ0XUTEIbHYIO
KOPPEJSIIUI0 MEXAY COOTHOIIEHHEM AaHTUOTEH3WHO-
reH/KpeaTUHUH W MUKPOATbOYMUH/KpPEaTUHUH Y JIUIL
co camxennemM CK® menee 90 mu/mMuH. B aroit ke
rpyrne ObUIM YCTaHOBJIEHA oOpaTHasi KOppessiust
MEXIy COOTHOIICHHEM AaHTUOTeH3MHOTeH/KpeaTUHUH
Moy 1 CK® [30]. J. Rodriguez-Soriano B cBoeM wuc-
CJIeIOBAaHUU OOHAPYXKWJT U3MEHEHUST (DYHKIIMOHATHLHOM
CITOCOOHOCTHU TIOYEK y JAEeTe ¢ 3KCTpeMabHO HU3KOM
Maccoil TeJla TIPU POXKIECHWU, YTO BBIpaXkaJloCh B TIO-
BBIIIEHUN KOHIICHTpAllUM KpeaTMHWHA B CBIBOPOTKE
1 MUKpoaTbOyMuHypun y 12,5% neteit B Bo3pacte OT 6
no 12 net. ApTepuaibHOE JaBJieHWE U pa3Mepbl MOYeK
MexXay rpynnamMmu He pasnuuanuchk [31]. ITporuBomno-
JoxxHo aTtoMy P. Kwinta, cpaBHUBast hyHKIIMIO ITOYEK Jie-
Teli B Bo3pacTte 6—7 JIET ¢ 9KCTpeMaTbHO HU3KOM Maccoit
TeJda MPU POXIECHUU W JTOHOUIEHHBIX, CTATUCTUYECKH
3HAYMMOW Pa3HUILI MEXAY TPYIIIaMU IO BBISIBICHUIO
TUTIEPTEH3UN W MUKPOATBOYMUHYPUM He OOHAPYXKWII.
OpmHako HeTOHOIIeHHBIE AETH MMEIN MEHBIIN 00beM
MTOYEK IO CPAaBHEHUIO ¢ KOHTPOJIBHOM TPyIoii. MHOTO-
(haKTOpPHBINM JTOTUCTUYECKUN PETPECCUOHHBINA aHaIu3
MoKa3aJl, 4YTO eAMHCTBEHHBIM HE3aBUCUMBIM (haKTOPOM

XIll POCCUNCKASI KOH®EPEHLNS «MEQUATPUSI U AETCKASI XUPYPIsi B MPUBOJDKCKOM DELEPAJIbHOM OKPYTE»

pucKa JIJIsT pa3BUTHUS MOYEYHBIX OCTOXKHEHHWH OblIa Mac-
ca, HabpaHHas BO BpeMsI TOCTTMTAIN3allM1 B HEOHATAJTb-
HOM niepuone [32].

WUccnenosanne M. Keijzer-Veen m coaBT. MOJIOIBIX
moneit B Bodpacte 20 JileT C recTallMOHHBIM BO3pac-
ToM Tipu poxaeHuu 30 Hemeslb TOKa3ajlo, 4yTo abco-
JIIOTHAs U OTHOCUTENTbHAS JUTMHA U 00BhEeM TTOUeK ObLIN
Yy HUX 3HAYUTEIBbHO HIXKE, YeM B KOHTPOJLHOI TPYIIITe,
HO He ObIJI0 HUKAaKOM cTaTUCTUIecKoi pasHuilbl B CK®.
Vka3zaHHBIE aBTOPHI TaKXKe YCTAHOBUJIM, UYTO HEIOHO-
IIEHHBbIE JETH UMEIOT 3HAYMTEIbHO 00Jice BBICOKOE CH-
croiauyeckoe aprepuanbHoe aaBieHue [33]. OCHOBHBIM
HEIOCTaTKOM 3TOTO MCcClieJ0BaHuUs ObUT HEOOJIBIIION pa3-
Mep BbIOOPKM (n=53).

M. Zaffanello cpaBHUBan (DYHKIIMIO U pa3Mephl MO-
YeK y HeTOHOILIEHHBIX IeTel ¢ OUeHbh HU3KON U DKCTpe-
MaJIbHO HU3KOM Maccoii Tera nmpu poxaeHuu. B Bo3pacre
5 net y mereit, poxaeHHBIX ¢ Maccoil MmeHee 1000 1, ObLI
3HAYUTEJIBHO CHIKEH OOBhEM ITOYEK W TTOBBIIICH YpO-
BEHb 0, -MUKPOIJIO0YJIMHA B MOYE TIO CPABHEHUIO C NETh-
MM, WMEBIIMMU Npu poxaeHuu wmaccy 1000—1500 r
IMpu stoMm mokaszareiun CK® u MUKpoarbOyMUHYPUU
MeKIy TPyIIaMK He OTIMYaiuch. TakuM obpa3om, AeTu
C DKCTPEMAJIbHO HM3KOW MAacCOi Teja MpU POXICHUU
HYXIIatoTCsl B 0oJiee IJTMTeIbHOM HaOmoneHuu [34].

C. Abitbol, peTpocrnieKTUBHO oOceays AeTeil ¢ Mac-
coii ipu poxkaeHuun MeHee 1000 1, y KOTOpBIX B BO3pacTe
4—6 net otMeuanoch cHkeHne CK®, BBIIBUIT (aKTOPBI
pucKa MporpeccupoBaHUs XPOHUIECKOM O0JIE3HU MTOYEK:
nporenHypusi (OTHOIIEHWE OelKa K KpeaTUMHUHY OoJiee
0,6, 9TO KOppENUPYeT ¢ yXyAleHneM (YHKIIUU TTOYeK),
YPOBEHb KpeaTUHWHA CHIBOPOTKM Oostee 0,6 MT/IUT 1 MH-
JIeKC Macchl Teja 0ojee 85-ro mepueHTUIsl (TEHASHIIMS
K OXXHPEeHMIO) B BO3pacTe ogHoro roaa [35].

B mocnenHee BpeMsl B JuTepaType 3HAYUTEIbHOE
MECTO yAeNigeTcsl U3y9eHUI0 BIUSTHUS BHYTPUYTPOOHOI
3aepXKKA Pa3BUTHUSI Y HEIOHOIIEHHBIX Ha (QYHKIIUIO
MoYeK, 4TO YBEJIMYMBAaeT PUCK (OpMUPOBAHUS 3a060-
JIEBaHUIA TTOYEK BO B3POCNIOi XU3HU. Tak, KpyImHOe MC-
clefoBaHue, MpoBeneHHoe B Hupepnanmax, mokasano,
YTO Y HEJOHOIIIEHHBIX JeTel, POKIECHHBIX ¢ MaJloil Mac-
COI 1Tl TeCTallMOHHOTO BO3pacTa, B 20 JIeT 00beM IMoveK,
CK® 1 2(p(heKTUBHBIN TTOYEUHBII MJIA3MOTOK OBIJTH CHU-
JKEHBI TT0 CPAaBHEHUIO C TPYIITOM HETOHOIIIEHHBIX AeTel,
POKIEHHBIX C MacCOM, COOTBETCTBYIOIIEH reCTallMOHHO-
My BO3pacCTy, U C TPYNION JOHOIIEHHBIX IeTeil aHallo-
TMYHOTO Bo3pacta. OgHAKO TTOC/Ie BHECEHUST TTOMPaBOK
Ha TIouaab NmoBepxHocTu Tena mnokasareaun CK® He-
3HAYUTENIBHO pasinyaiach Mexmy rpymmnamu. [Toce mo-
YEYHON CTUMYJSAIUN UH(PY3UeHd HU3KUX 103 JOoTaMUHa
U TIepOpabHBIM BBeIeHNEM aMUHOKUCIIOT HabTI0IaI0Ch
3HaunTesibHOe yBeanueHrne CK® u 3¢ deKTHBHOrO 1mo-
YEYHOTO TITa3MOTOKA BO BCEX TPYITINAX, YTO CBHIETEIb-
CTBYET O COXpaHEeHUH (PYHKIIMOHAIBHOTO MOYEUHOTO pe-
3epBa. B npyrux ucciaenoBaHUsIX TOA00HOE pasziesieHne
JIeTel TI0 TPYIIIaM T0Ka3aJlo CHIKEHUE KIMpeHca Kpe-
aTUHWHA Y HEJOHOIIEHHBIX, OMHAKO HUKAKUX Pa3IMInii
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Cagpuna A. 1. u coasm. CtaHoBneHre GYHKIMIT TTOYEK Y NETell, POAMBIIMXCS TIPEXIEBPEMEHHO

MEXIy TPYNIaMu JETEN C MaJo Maccoi M Maccow, co-
OTBETCTBYIOIIEH TeCTAllMOHHOMY BO3pacTy, 0OHAPYXKEeHO
He ObUTO [36]. /laHHBIE pe3yJbTaThl He TOATBEPXKIAIOT
TUTIOTE3Y O TOM, YTO MpeKIeBpeMEHHbIE POJIBI B cOUETa-
HUU ¢ BHYTPUYTPOOHOI 3a1epXKKOI pocTa CrioCOOCTBYIOT
(PYHKIIMOHAIBHBIM MOYEYHBIM U3MEHEHUSIM B MOJIOZIOM
Bo3pacte. HeoOxonuMbl Oojiee KpyIHbIe UCCIIET0BaHNS,
YTOOBI MPOBEPUTH 3Ty TUTIOTE3Y.

YauTeiBasi MOgO0OHBIE PE3yJIBTaThl Y HETOHOIIEHHBIX
JeTell W B3POCITBIX, MOXHO TPEATOJOXUTh, UYTO TIpe-
>KIeBpeMEHHBIE POIbI B COYETAHUM C HEOIarompusITHBI-
MM (aKTOpaMW B HEOHATaJIbHOM IIepUOe HETaTUBHO
BJIUSIIOT HA POCT M (DYHKIIMOHATBHYIO CITOCOOHOCTD TTO-
YeK U MOTYT MPUBECTH K MPOTPECCUPYIOLIEH MOYETHOMN
HeIOoCTaTOYHOCTH B OoJjiee Tmo3nHeM Bo3pacte. Ha cerom-
HAUTHWI JIeHb OYEBUIHO HAIWUYKME B3aMMOCBSI3U MEXKIY
XpPOHUYECKOI OOJIE3HbIO MOYEK M HU3KOM Maccoil Tena
Mpu poxaeHUK. Posb neduimra Macchl Teja TIpu PoOXK-
JIEHUU KakK (pakTopa prucka XpOHUUYECKOM O0JIe3HI TTOYeK
yCTaHOBJIEHA BO MHOTHX paboTax 3apyOexkHBIX HCClle-
JoBaTeNieil. AHAJIM3 PeTUCTpa HOBOPOKIEHHBIX, POINB-
muxcss B Hopseruu ¢ 1967 1., 1 HOpBEKCKOTO TTOUYEYHO-
TO perucTpa IMokasaj, 4TO HeJIOHOIIEHHOCTh W HM3Kasl
Macca Tejia TIpu poKJIeHUU O0YCIOBIMBAIOT YBEJIMUCHNE
OTHOCUTEJIBHOTO pYCKa TEPMUHATLHON TOYeUHOM HEel0-
crtaTouyHOCTH 60Jiece yeM Ha 50%. B 2009 r. GbLT TIpoBe-
JIeH CUCTeMaTU3UPOBAHHBIN 0030p 1 MeTaaHanu3 31 Ha-
OII0ATENIBHOTO MCCIeAOBaHMSI, BKIIOUMBIIEro 2232693
MmamueHTa, B 16 uccieqoBaHusIX OblIa YCTAHOBIIEHA POJTh
HU3KOIM Macchl Tejla TIPU pOXICHUM KakK (dakTopa prcKa
XpOHUYECKOI 0osie3HU 1ovek. B 1enom neduiut Maccol
TeJa TIPU POXICHUM OBbIT COTPSIKEH C POCTOM BEpOSIT-
HOCTU XpOHMYECKOM 0oJie3HM modek B 1,73 pasza, B TOM
yucie anboymuHypuu — B 1,81 pa3, TepMUHaIBHON TI0-
YEYHOI HelocTaTouyHOCTH — B 1,58 pa3 u cTOMKOro cHu-
xennst CK® — B 1,79 paza [37].

HccnenoBanne CK® y HeTOHOIIEHHBIX JIeTeil MoKa-
3aJ10, YTO B 9 MeC CKOPPUTUPOBAHHOTO BO3pacTa JaHHBI
MoKa3aTeib HUXKe Yy HETOHOIIEHHBIX JeTeil, 4eM y JI0-
HOILIEHHBIX, U cocTaBisieT 82423 mu/mun/1,73 m? [25].
B npyrom uccnenoBaHuu y neteit ¢ odeHb HU3KOM mac-
coit Tena B 18—30 mMec CKOppUTMpPOBAaHHOIO BO3pacTa
CK® Taxske Obl1a HUKE, UeM Y JOHOIIIEHHBIX AeTeit [37].
M. Zaffanello y mereit B Bo3pacte 5,7+1,4 roma He oOHa-
PYXWJT CTATUCTAYECKU 3HaYMMOM pa3HULbl B CK® Mex-
Iy TPYIIaMu ¢ 9KCTpeMaJbHO HU3KOW M OYeHb HU3KOM
Maccoit tena ipu poxnenuu [38]. Takme ke mpoTUBOpE-
YUBBIE PE3YJIbTaThl OBIIN MOJYYEeHBI Y IeTel IIIKOJIHHOTO
Bo3pacta. [Ipu aTom B pabore J. Rodriguez-Soriano kim-
pPEeHC SHIOTEHHOTO KpeaTMHWHA y HeOHOIIIEHHBIX TeTei
IIKOJILHOTO BO3pacTa oKa3ayicsl HIKe, YeM Yy JTOHOIIeH-
HBIX JIeTel, ¥ He OBUTO BBISIBIEHO CTATUCTUYECKN 3HAYM -
MBIX pa3IMYuii BHYTPU TPYMITBI HEAOHOIIEHHBIX JeTel,
JIETei ¢ MaJIoii Maccoi Mpu pPOXAECHUU U MACCOM, COOT-
BETCTBYIOIIIEH recTaliluoHHOMY Bo3pacty [39, 40].

HccnenoBanne ypoBHS albOyMHWHa B MOYe B HEO-
HaTaJIbHOM TEpUOoIe TMOoKa3ajo, YTO TOCIEe POXKICHUS

B TeueHHWe | MeC y JOHOIIEHHBIX HOBOPOXKIEHHBIX 00-
HapyXXeHHBI ypOBEeHb aJbOyMHWHA B MOYE OCTaBaJICs
OTHOCHTEJIBHO CTAOMJILHBIM, B TO BpeMs KaK Y HeIOHO-
IIEHHBIX OH YMEHBIIAJICS C YBEJIMYEHUEM MOCTHATATb-
HOTO Bo3pacTta. B ¢BsI3u ¢ 3TUM MOKHO TIpeAIonarath,
YTO Gapbep TIOMEPYIIPHOTO (GUITBTPa TTOCIIe TIPEXKIeB-
PEMEHHBIX POJOB SBJISIETCS CTPYKTYPHO HE3PeJIbIM
0 OJHOMECSTYHOTO Bo3pacrta. McciemoBaHue, TIpoBe-
neHHoe V. Zanardo, mokasajio, 4TO Y HEIOHOUIEHHBIX
nIeTeli B Bo3pacte 18 Mec ModeBast 9KCKpeIlns MUKPOAThb-
OymuHa Bbille. Tak, y 23 HETOHOILIIEHHbIX IETEl C recTa-
LIMOHHBIM BO3pacToM MeHee 37 HeJl CpeiHee COOTHOIIIe-
Hue anpboymuH/KpeatuHuH (Albumin Creatinine Ratio,
ACR) cocraBwiio 26 (9,8—41,4) mr/r, Torna kak y 21 no-
HolleHHOoTOo pebeHka — 14,6 (8,2—21,2) mr/T (p<0,001).
OmgHako Bce HEOOHOIIEHHBIE IETH WMENIHM 3amepiKKy
BHYTPUYTPOOHOTO Pa3BUTHUSI U MAcCCy, COOTBETCTBYIO-
myo MeHee 5 ueHtuieit (1850 r). CnoxHO cKasaThb,
YTO GOJIBIIIE MOBIUSIIO Ha TTOMOOHbBIEC pe3yabTaThl — Te-
CTAllMOHHBIN BO3pACT WM 3aiep>KKa BHYTPUYTPOOHOTO
pazButus [41]. TlpoBeneHHbIE MHOTOYMCIEHHBIE WUC-
ClIeIOBAaHUST 3KCKPEIMM MOYEBOTO MUKPOATbOYyMUHA
Yy POIMBIIMXCS HEAOHOIIEHHBIMU JIeTeil craplie 5 jeT
WMEIOT TaKKe MPOTUBOPEYNBBIE Pe3yabTaThl. Tak, y Je-
Teil B Bo3pacte 57—60 Mec He ObLJIO BBISIBJICHO CTaTH-
CTUYECKM 3HAYMMOM Pa3HUIIbI B 9KCKPELIMU MOYEBOTO
MUKpPOAJIBOYMUHA MEXIy TpPYIIOi C OYeHb HU3KOM
Maccoi Tejla TIpU POXIACHUU Y KOHTPOJBHOM TPYIIITONA.
B npyrom mccienoBaHUM CpaBHUBAJIMCH TPYITIHI JeTei
B Bo3pacte 5,7%1,4 roga ¢ oyeHb HU3KOW U BKCTpe-
MaJIbHO HU3KOI Maccoi Tejia TPy POXKAECHUH, TIe TaKXKe
He O0bu10 BhIsIBIeHO pasznnuuii mo ACR B moue. Corac-
HO pe3yibTaTaM JIpYroro mccienoBaHus, y 6,4% (n=>5)
HEIOHOIIIEHHBIX JeTel, POAUBIIUXCS C DKCTPEMAJbHO
HU3KOI Maccolt Tena, B Bo3pacte 6 JieT 7 Mec Haboma-
snock ACR 6osnee 20 Mr/T 6€3 CTaTUCTUYECKU 3HAYMMBIX
pasIUuMii TPU CpaBHEHWM C TPYIION MOHOIIEHHBIX
nereit. B Bospacte 8 u 9—12 neT MUKPOaTbOyMUHYPUSI
ofpeaensiaach 6e3 CTATUCTUIECKU 3HAYMMBIX pa3Tndunii
MEXIy TPYIMITaMU JeTel ¢ OYeHb HU3KOW Maccoi Tea
npu POXIeHWU U JoHomeHHbIMU [39]. Takum oOpa-
30M, HaUMHasI C BO3pacTa 5 JIeT W CTapllie CyIIeCTBeH-
HOM pasHULIBI MEXIy IpyNaMy HeIOHOIIEHHBIX U 10~
HomeHHBIX neTeid mo ACR B moue He ObUIO. YpoBeHB
f3,-MUKpOTTOOYIMHA B MOY€e, KaK IMOKa3au MHOTHUE HC-
clieIOBaHMST, 3HAYNTETLHO BBIIIIE Y HEJOHOIIIEHHOTO pe-
OeHKa 10 CpaBHEHUIO C TOHOIIEHHBIM Ha TIPOTSKEHUN
MEePBOTO Mecslla XU3HU U YMEHBIIIAeTCS C YBETUIECHU -
€M TeCTallMOHHOTO BO3pacTa MPU POXISHUU U IMOCTHA-
TaJILHOTO Bo3pacTa [42].

Ha ceromHsirHMii IeHb MPOBEAEHO HEIOCTATOYHO
WCCICIOBAaHUI C OIIEHKON BSKCKpPElUd HU3KOMOJIEKY-
JIAPHBIX OEJTKOB Y HEAOHOIIEHHBIX IeTeil. BoMbIIMHCTBO
HCCIIeIOBAaHUI OCYIIECTBIISIOCH TOTBKO B TEUCHUE TIep-
BOM Hemeau >KU3HU TI0Cie TPeKAeBPEeMEHHBIX DPOIOB.
B otnmenbHbIX paboTax mokasaHo, 4TO y JAeTell B BO3pac-
Tte 5,7+1,4 roga ¢ 3KCTpeMaJibHO HM3KOW Maccoi Teya
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NP POXKIEHUM SKCKPELIUS 0o -MUKPOTJIOOYIMHA ¢ MOUOI
3HAYUTEJbHO BBIIIE, YeM y JOHOIIeHHBIX [34]. OgHako
omnpesieJieHre 3KCKpeLrn B,-MUKPOrIoOYJIMHA ¢ MOYOi
B Bo3pacTe neTeil 60 Mec He BBISIBUJIO CTATUCTUYECKU
3HAYMMON pa3HULBI MEXAY YKa3aHHbIMU rpynnamiu [43].
J1o cux rmop ocTaeTcst HeSICHBIM, UTO SIBJISIETCS] TPUIMHOMN
MOBBIIIIEHHOW 3KCKPELMU C MOYOil BHICOKO- Y HUZKOMO-
JIEKYJISIPHBIX OEJIKOB Y HEJJOHOIIEHHBIX JIeTeil — Toveu-
Hasl He3peJIOCTh U/WIIN MOBPEXIECHUE.
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DeTajbHDII AJKOT0JIbHbIA CHHIAPOM M CHHIPOM A0CTHHEHIUH Y HOBOPOXKIEHHBIX

J.3. Caguna’, A.3. Ulaxkupoea?, JI. P. Caamanuduna’

TBOY OMO «KazaHckas rocyaapCcTBeHHas MmeauumnHcekas akagemus» Munsgpasa PO;
2r'bOY BMO «KazsaHckunii rocyapCTBEHHbI MeanumnHeKkmia yHusepcuteT um. C.B. Kypaiwosa» MuHagpasa P®d;
SMCH ®TrAQY BO «KasaHckuii defnepanbHblil yHuBEpcuTeT», KasaHb, Poccust

Fetal alcohol syndrome and neonatal withdrawal syndrome

L.Z. Safina’, A.Z. Shakirova?, D.R. Salmanidina’

'Kazan State Medical Academy, Ministry of Health of the Russian Federation; 2S.V. Kurashov Kazan State Medical University,
Ministry of Health of the Russian Federation; *Kazan Federal University, Kazan, Russia

IIpuBenena undopmauus o (eTasbHOM AJKOrOJBHOM CHHAPOME W CHHIPOME a0CTHHEHIMH Yy HOBOPOXKIeHHbIX. [IpencraBieHs
JIAaHHbIe COOCTBEHHOTO HAOJIIOEHHS 32 HAPYHIEHUSMH pa3BuTus y 18 meTeii, moaBeprimmMxcs NPeHATAILHOMY BIMSHUIO AJKOTOJISA.
IIpenoxKeHbl NOAXO/BI K JIEUEHHIO U Be/IeHHUIO JeTell ¢ (heTaTbHbIM AJIKOTOIbHBIM CHHAPOMOM U MePbl OKAa3aHUS OMOILH CEMbSIM.
Iloka3ano, yto 1aHHas npodiemMa Masnousydena B Poccun, siBisieTcst BecbMa aKTyaJbHOI, CONMAIBHO 3HAYMMOI U TpedyeT Najb-
Heilero u3y4eHus.

Karouegvte caosa: demu, Hoeopodcoentble, Hemanvhblii ankoeo0abHblil CUHOPOM, OepeMeHHOCMb U ANK020Ab, IMOpuogemonamus,
2unepeo30youMocme.

Ansa untuposanus: CapuHa J1.3., LLlakuposa A. 3., CanmannavHa [. P. @eTasnbHbiv aKorobHbli CUHAPOM 1 CUHAPOM a6CTUHEHLMN Y HOBOPOXAEH-
HbIX. Poc BecTH nepuHaton v neamarp 2016; 61: 5: 174-178. DOI: 10.21508/1027-4065-2016-61-5-174-178

The article provides information on fetal alcohol syndrome (FAS) and the abstinence syndrome in newborns. The data monitor-
ing developmental disorders in 18 children exposed to prenatal influence of alcohol. Described suggested approaches to treatment
and management of children with FAS and helping families. It is shown that this problem is poorly studied in Russia and is highly

relevant, socially significant and requires further study.

Keywords: children, newborns, fetal alcohol syndrome, pregnancy and alcohol, embryofetopathy, hyperexcitability.

For citation: Safina L.Z., Shakirova A.Z., Salmanidina D.R. fetal alcohol syndrome and neonatal withdrawal syndrome. Ros Vestn Perinatol i Pediatr
2016; 61: 5: 174-178 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-174-178

@eTaanmﬁ AJKOTOJTbHBIA CUHIPOM TIPEACTaBIISI-
eT aKTyaJbHyI0 MpoOJieMy B MeauaTpuu, TaK Kak
HE TOJIbKO B 3HAYMTEJbHOW CTETIEHW HapyliaeT (pusu-
YeCKOe pa3BUTHE JETeil, HO M OTpaHUYMBACT UX TCUXU-
yeckoe coctosiHue. KpoMe Toro, oH mpeacTaBisieT pUcK
JIEBUAHTHOTO TIOBEIEHUS y3Ke B TTIOIPOCTKOBOM TIEPHUO/IE.
AKTYaJIbHOCTb TEMBI CBsI3aHa TaKXe C 3TUYECKMMU BO-
MpocaMu, KacalolMMUCST YChIHOBIIEHUST 9TUX neteit. Me-
TaJbHBIN AJKOTOJIbHBI CUHIPOM SIBJISIETCS TIIOOATBHOM
MeXIyHapOAHON MpoOIeMOolii, HO UMEET 0COOYIO OCTPOTY
JUTST HALlleW CTPaHBI.

DetanpHbiit ankoronabHblli cuHApoM (Fetal Alcohol
Syndrome, FAS; Alcohol Related Neurodevelopmental
Disorder, ARND) — cBsizaHHBIE C aJIKOTOJIEM Hapylle-
HUST HEWPOPA3BUTHSI, a TaKKe CBSI3aHHBIE C aJIKOTOJIEM
BpoxaeHHble aedekTsl (Alcohol Related Birth Defects,
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BepcUTeTa

420008 Kazanb, yi1. Kpemiesckas, 1. 18

ARBD) o0beanHeHbl TepMUHOM: eTalbHbI aJlKo-
ronbHbIN crniekTp HapymieHui (Fetal Alcohol Spectrum
Disorders, FASD), nipu aToMm ¢eTanbHbIi1 alKOTOJbHBIN
CUHIPOM SIBJISIETCS Haubojiee TTOJHBIM, KIWHUYECKU
BbIpakeHHBIM TIposiBieHnem [1]. Kmaccudukamusa mo
MKB-10: P04.3 — nopakeHus rioja 1 HOBOPOXKIEHHO-
ro, o0yCIIOBJIEHHBIE TTOTPEOIeHNEM aJTKOTOJIsSI MaTephlo;
Q86.0 — aKOTONIBHBIN CUHAPOMY TUTONA (IM3MOPGhMST).
DrnuaemMuosorust (HeTaabHOrO ajlKOTOJBHOTO CHH-
npoMa/(eTanbHOro aJKOroJIbHOTO CIIEKTpa HapylleHUH
B Poccuu He msydeHa [2]. UMeroTcst oTnenbHbIe CO00-
IIEHWST O PACTPOCTPAHEHHOCTH CUHIPOMa Ha JIOKaJIb-
HoOM ypoBHe. Tak, B MOCKBe B I€TCKUX JOMax JIJIsT AeTei
C TICUXOHEBPOJOTUYECKUMU HAPYIICHUSIMUA BBISBICHO
7,9% neteit ¢ (eTaTbHBIM aTKOTOJBHBIM CUHIPOMOM
[3, 4]. PactipocTpaHeHHOCTh 3TOr0 CUHAPOMA B CITeIIHa-
JIM3UPOBAHHBIX IoMax pedeHka, no faHHbIM E. Riley, mo-
cruraet 15% [5], mo nanHbIM A.B. TTadbunk u coaBT., —
9,3% ot obmiero umcia BocruTaHHUKOB [3]. Cpemu
JKEHILMH, CTPafalolIuX XPOHUUYECKUM aJIKOTOJIU3MOM,
yacToTa pOXAeHUs pebeHKa ¢ (eTalbHbIM aJIKOTOJb-
HBIM CUHAPOMOM COCTaBIsieT 6osee 4%, HO OTHENbHBIE
€ro TpOSIBJICHWSI BCTpevatoTcs varnie (TpuOJU3UTETBHO
y Kaxpaoro 2—3-ro pebeHka). Y Bcex AeTeil, moaBepr-
IIUXCS BO3IEWCTBUIO aTKOTOJIS BHYTPUYTPOOHO, B TajTb-
HeWIeM MOXHO OOHapyXHUTh MHOXECTBO HETATUBHBIX

3¢ dexToB [6].
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Cagpuna JI.3. u coaem. DeTabHBII ATKOTONBHBIN CUHAPOM U CUHAPOM a0CTHHEHIIMU Y HOBOPOXIEHHBIX

DeTabHBIN AIKOTOJBHBIN CHHAPOM (CUH. aJTKOTOJIb-
HBII CUHAPOM TIJI0Ja, aJIKOTOJIbHAsI ASMOpuodeTonaTus,
SMOPUOHATILHBIN AJIKOTOBHBI CUHIAPOM, (heTalbHBbIe
ajKkoroibHble 3(h(EKTh) — couyeTaHue BPOXKIEHHBIX
MCUXUYECKUX W (PU3NIECKHX Ie(HEKTOB, KOTOPhIE BITEP-
BbI€ TIPOSIBIISTIOTCS] TIPU POKAECHUU peOeHKa M COXpaHsI-
I0TCS Y HETO Ha BCIO XXU3Hb. JIaHHBIN CUHIPOM SIBJISIETCST
MOXM3HEHHBIM pPacCTPONCTBOM, KOTOPOE HE TPOXOJIUT
C BO3pACTOM U CJIYXXUT TJIABHOW SMIUTEHETUYECKOM TTpU-
YUHOW HapylIeHW yYMCTBEHHOTO pa3BUTHSI, KOTOPHIE
BO3MOXHO MPEAOTBPaTUTh aHTeHATaNIbHO. DeTaTbHBIN
aJIKOTOJIbHBIM  CUHIPOM OOYCJIOBJIEH YIMOTpeOJeHueM
JKEHIIMHOIM aJIKOToJIsT IO OepeMEHHOCTM UM OCOOEHHO
BO BpeMsi 6epemeHHocTU. Hepenko B couetaHuu ¢ de-
TaJbHBIM aJIKOTOJIbBHBIM CHAPOMOM BCTpeYaeTCs Ipyrast
HO30JIOTHsI, MMeHyeMass KaK aOCTMHEHTHBI CUHIPOM
IUI0JIa ¥ HOBOPOXIEHHOTo. DTOoT amarHo3a mo MKb-10
pyopuduLmpyetcs Kak P96.1.

BapunabmibHOCTE TIpOsIBIIeHNT aOCTUHEHTHOTO CUH-
JIpoMa 3aBUCUT OT MHOTHMX (DaKTOPOB: TeHETUYECKMX,
OMOJIOTUYECKUX, IJTUTETBHOCTU U JTO3UPOBKU AJIKOTOJIS,
COYeTaHWsI ¢ KypeHHeM W TPUEeMOM HapKOTMKOB. [To-
cneHee, 0e3yCI0BHO, YTSIKENSIeT TeueHue 3a00JIeBaHUSI.
IMopaxkeHre HEPBHOM CUCTEMBI MOXKET MPOSIBIIATHCS Cpa-
3y Tocjie poxXaeHus (CUHIPOM TUIepBO30yIMMOCTH, Ha-
pylIeHUE TOBENEeHNSI HOBOPOXIEHHOTO, TPEMOP, CITOH-
TaHHbIE  KJIOHWYECKHWE  CYJAOpPOTH,  OIMCTOTOHYC,
MBIIIIEYHAsT TUTIOTOHMS U JIp.). B 3THX citydasx pedb UaeT
00 aOCTUHEHTHOM CUHJIpOMeE, KOTOPbIi MPOSIBISIET ceOsl
VXK€ B paHHEM HEeOHATaJIbHOM Tieproae. AGCTUHEHTHBIN
CUHIPOM MOXET OBbITh y JIeTeil KaK C TIPOSIBJICHUSIMU ajl-
KOTOJIbHOU 3MOpuodeTonatuu, Tak U 6e3 HuXx. B ciy-
yasix, KOTjJa TPaHCIOPT aJKOToJisl K TUIOAY MMeJT MECTO
TOJIbKO HETIOCPENCTBEHHO Tiepea pomaaMu, (eTaabHbIi
AJIKOTOJIbHBIA CUHIPOM MOXET BCTPEYaThCsl B YUCTOM
BUJIe ¥ HOCUTHb TPAH3UTOPHBINM XapakTep. Tem He Me-
Hee JaHHOE OOCTOSITEJIbCTBO BAaXKHO C TOUKM 3PEHMSI
MpoOJeMbl CUHAPOMa BHE3aITHOW CMEpTH MJIAJCHIIEB,
TaK KaK MMEHHO aJIKOTOJIN3M U KypeHUe MaTepu, He TO-
BOpST yXe O TPUMEHEHUM HapKOTMYECKUX Tpernaparos,
paccMaTpuMBaeTCs KaK CEpbe3HbIN TPEAUKTOP CUHAPO-
Ma BHe3armHoi cMmepTu. bosee Toro, mocie octporo mne-
puosa abCTUHEHTHOTO CHMHIpPOMa MMEET MECTO TepUO/I
«MHHMMOTO OJIarOTOIyuHsi», T KOTOPOTO XapaKTepHBI
OynmMust U BbIcOKasl TiprbaBKa Macchl Tefa. [locmemnHee
ocmabisieT BHUMaHWe K AeTSIM JTaHHOM TPYMIBI pHUCKa,
TaK KakK B 3TOT MEPUOJ COXPAHSIETCS OMAaCHOCTb HU3KO-
To KOPKOBOTO KOHTPOJISI KapAuOPECIIMPATOPHOI Jesi-
TEJbHOCTH, a CJIeI0BAaTeJIbHO, PUCK OCTAHOBKH JIbIXaHUSI
u cepaua. Peub yaiiie Bcero uueT o HOYHBIX altHOA 1IeH-
TpaJbHOTO WJIM CMEIIaHHOTO TeHe3a, pexke — O BHe3arl-
HOM HapylIeHUU CEPIeYHOTO pUTMA.

ITo BBIpakeHHOCTU KIWHUYECKUX TPOSIBIICHUN pa3-
JIMYAIOT TPU CTETIEHM TSDKECTU aOCTMHEHTHOTO CUHAPOMA:
JIETKYI0, CPEeTHEN TSXKECTU U TSLKeNyt0. JAuarHos ycraHas-
JINBAETCS MPU COBMECTHOM HaOJIIOIEHUN C HEeBpOMaTo-
JIOTOM Ha OCHOBaHUM aHaMHe3a maTepu (yrnorpebiieHue

aJIKOToJIs, HAPKOTUKOB, KypeHHUe), KITUHUYECKUX MTPOSIB-
nenuit (mkara @ennnHrana). TpyTHOCTH B IMAarHOCTUKE
CBSI3aHbl C T€M, YTO paHHUE MPU3HAKU AOCTUHEHTHOTO
CUHIIPOMA TMEPEeKPbIBAIOTCS MOCTTUMIOKCUYECKON Liepe-
OpaibHOU AUCGhYHKIIME HOBOPOXIEHHBIX, TaK KaK He-
penKo coueTaroTes ¢ Heil. Kpome Toro, npu KopmiaeHUU
TPYAHBIM MOJIOKOM TbIOIIEN XEHIIMHbI CUMITOMBI a0-
CTUHEHTHOTO CUHIpOMa MOTYT ObITh HUBEIMpPOBaHbI. [10-
9TOMY HEPEIKO JUArHO3 CTAHOBUTCSI OUYEBUHBIM TOJBKO
B MO3HEM HEOHATAJIBHOM IE€PUOJIE TPU TUHAMUYECKOM
HaOJII0IEHUU 32 MOBEIEHUEM HOBOPOXKIEHHOTO U €ro Ma-
TEPU WK K€ MOCJie PETPOCIEKTUBHON OLIEHKU BCEX JaH-
HbIX HA OCHOBaHMU IKCTIEPTHOTO aHAJIN3a, K COXAJIECHUIO,
YK€ Mocjie CMepTU pedeHKa.

Tlo cBeneHusiM utepartypsl [7], aOCTUHEHTHBIN CUH-
JIPOM HOBOPOXXJAEHHOTO MOXET HOCUTh CMEIIaHHBIN xa-
pakrep. KnuHuueckasi kapTMHa He BCerja BO3HUKAET
B TMEPBbIE IBOE CYTOK IOCJE POXIEHUSI, SIpKasi KJIMHU-
yeckasi CMMIITOMAaTUKa pa3BopaurBaeTCs B EPBYIO HEJle-
JIIO XU3HU, HO Y HEKOTOPBIX JETeil MOXET MPOSIBASATHCS
3HAYUTEJIbHO T03Xe — 4epe3 HECKOJbKO MECSIEB MO-
cJie pOXIEHMsI, BCKOpe Mocje MpeKpalleHUusl TPyaHOro
BCKapMJIMBaHMUSI.

TaxecTb U CPOKM BO3HUKHOBEHHUSI aOCTUHEHTHOTO
CUH/IPOMAa HOBOPOXIEHHOTO 3aBUCAT OT JJUTEIbHOCTU
MPUMEHEHMSI AJTIKOTOJISI U HAPKOTUKOB, IAThI MOCETHETO
ux mpuema rnepen poramu. [1posiBieHUs1 aOCTUHEHTHOTO
CUHIpOMA, KaK TOBOPUJIOCH BbIIIE, HOCSIT TPaH3UTOP-
HbIIl XapakTep, HO HEKOTOPbIe CUMIITOMBI (ITPU YIOTpeE-
OJIEHUU «TSKEJIbIX» HAPKOTUKOB) MOTYT ObITh JOCTATOY-
HO ycToilunBbIMU. Bce BbllIen3noxxeHHOe MoOyauIO HAC
MpeACTaBUTh COOCTBEHHBIN OMBIT HAOIIOIEHUS 32 HOBO-
POX/IEHHBIMU OT MaTepeli JaHHOM TPYTIIIbI.

XapakTtepucTuka petei u MeToabl UCCeaoBaHUS

Tlon HabGmoneHMeM Haxonwiauch 18 meTeit, Ybu Ma-
TEPU BO BpeMsI JaHHOI OEpeMEHHOCTU KypUJIU, YIOTpe-
OJIsIM HApKOTUYECKHME TIpernaparhbl U ajkorosib. Bee netn
o0cenyeMoil Tpynribl ObLIM TIepeBeeHbl B OTAC/ICHUE
MaToJIOTMM HOBOPOXACHHBIX W HEIOHOUIEHHBIX HeTei
(OIMHA) PKB Ne2 B paHHMI HeOHaTaJbHbIi TEPUOJ
(4—7-1 nau xu3Hu). M3 18 neteit 2 pebeHka ObLIM OT Ma-
Tepeil, ynoTpeodsiBIIMX TepOUH B TeueHue oT 3 1o 14 jet.
AJIKOTOJIbHAsI 3aBUCUMOCTb Oblia oTMevyeHa y 10 keH-
LIWH, HUKOTMHOBast — y 3. B 5 ciayyasx He uckioyanoch
coueTaHue BPEOHbIX MPUBBIYEK MaTepeil (aIKOroau3m
U KypeHue, HAPKOMAaHUS U KypeHue).

W3 Bcex GepeMeHHbIX B KEHCKOW KOHCYJIbTAallMU Ha-
OJIIOIAJINCh TOJIBKO YEeTBEpO, OT 14 meTeil MaTepu OTKa-
3IKUCH €llle B pOAWIbHOM JoMe. OnHa U3 XEHIIWH Ka-
TErOpUYECKU OTKa3ajlaCh OT TOCHUTAIM3ALUM peOEeHKa
M CaMOBOJIBHO 3a0pajia ero fomoit. ColuaabHbI 1 aKy-
LIEPCKUN aHaMHe3 MaTtepeil ObLI MpeACTaBIeH B MEAU-
LIMHCKOW KapTe HOBOPOXJEHHOIO pedeHKa, 4acTb CBe-
JNEHWI ObUIa MOJydyeHa HaMU IMyTeM AOMOJHUTETbHOTO
3ampoca B pOAUJIbHbIIA J1OM U (WJIM) B aKyIIEPCKYIO U 1ET-
CKYIO MOJUKJIUHUKY. TeM He MeHee BO MHOTHMX CIIy4yasix
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aHaMHe3 ObLT TIpeICTaBIeH OYeHb CKYIHBIMU CBEICHUSI-
MU. MU3BECTHO, YTO TOJBKO Yy 3 >KEHILUH JaHHas Oepe-
MEHHOCTh OblJia TIEpPBOIA, Y 6 — BTOPOIi, y 6 — TpeTheid,
y 3 oOcienoBaHHBIX ObUIO 5 U Oojiee GEpeMEHHOCTEN.
W3 comyTcTByIOIIEH MaTOJIOTMHU, TIOMUMO HapKOMaHWH,
OTMeUeHBbl TaKKe 3a0ojieBaHUsI, KaK XPOHUYECKMI Te-
matut C (y 8 XeHIIWH), XpOHWYEeCKasl yporeHuTaabHast
nHpekuus, xpounnueckuit renatut B (y 1). M3 ocoben-
HOCTe#l TeueHust OepeMeHHOCTH ObLIM BbissBIeHBI OT1T-
recto3bl (y 3), XpoHuyeckasi ceToruialieHTapHasi He-
nocratouHocTh (y 4). Tectet Ha BUY-nHdexkuunio Obutn
oTpuLaTeTbHBIMU. TOJNBKO 3 KEHIIWHBI (C HUKOTUHOBOM
3aBUCUMOCTbBI0) OBIJIM 3aMHTEPECOBAaHbI B TaHHOM Oepe-
MEHHOCTH.

OlLIEHKY 3peJioCTM  HOBOPOXIEHHBIX TPOBOAWIN
no mkane Iletpycca. Kpome aToro, y Bcex mereit ObLia
MpoBeieHa OlleHKa 1Mo OaJJIbHOW Tabiulle pucka CUH-
IpoMa BHe3arHoil cmepTu mianeHueB [8]. Llepedpanb-
Has aKTUBHOCTh W TIOBEIEHUE HOBOPOXICHHOTO KOH-
TposmpoBanuch o mkaixe @unHerana (Finnegan, 1975).
JlaHHasT 1IKajia BKJTIOYAeT XapaKTePHCTHKY COCTOSTHUS
HHHC, mertabonuuecknx M AbIXaTeJIbHBIX HapyIIEHUI,
a Takke (YHKIMOHAIbHBIE OCOOEHHOCTU XKETYIOYHO-
KHUIIIEYHOTO TpakTa. B obciemyemMoii rpyrrie aeTeit oleH-
Ka TSKeCTH CHHApOMa OTMeHBI mo mkaixe duHHeraHa
B POAWJIBHOM JOME He Oblja TpoBeJieHa HU OTHOM CIIy-
Yae, YTO CBUIIETEIBCTBYET 00 OTCYTCTBMM 3HAHUI HEOHA-
TOJIOTOB TI0 TaHHOM npobieme. Kpome Toro, TpynHocTn
paHHEW IMATHOCTUKU OBIIM CBSI3aHBI C TeM, 4TO TIPU-
3HaKM aOCTMHEHTHOTO cuHapoma y 15 u3 18 mereii co-
YeTAJIUCh C MPOSIBICHUSIMU TTOCTTUITOKCUYECKON Iiepe-
opanbHOI mucyHKIuKU. OIEeHUTHh HAJIM4YMe W TSKECTh
aOCTUHEHIIMM MOXHO OBIJIO TOJIBKO PETPOCIIEKTUBHO
10 OTMTMCAHUIO OTIAEITBHBIX HEBPOJOTUIECKUX CHHIPOMOB
B paHHEM HEOHATaJbHOM TIEPUOJE W IO JajJbHEWIIeMy
NMHAMUYECKOMY HaOJIIOJIEHUIO 3a TMOBeleHNeM pebeHKa
B OTJEJIEHUU MATOJOTUN HOBOPOKIEHHBIX.

B ob1iexnuHuueckoe odcieaoBaHUe BXOAWIA OLIEHKA
(byHKUMM ObIXaHUs (Y HEIOHOIIIEHHBIX IeTeil — 10 IIKa-
sie CunbBepMaHa, y IOHOIIEHHBIX — T10 1iKaje JloBHeca).
ITo mokazaHusIM IBYM IETSM TPOBOAWIOCH Kapauope-
CIMPATOPHOE MOHUTOPUPOBAaHUE, BCE HOBOPOXKIECHHBIE
KOHCYJIBTHPOBAHBI HEBPOTIATOJIOTOM.

PesynbTatbl M 00CyXpeHue

ITo cpoky recraium 18 nereit pacripeaeuinuch ciie-
NyloluM obpa3oM: 14 JOHOIIEHHBIX (M3 HUX TOJBKO
y ZIBYX He ObLIO MpU3HAKOB MOPGhO(GYHKIMOHATBLHOMN
He3pesocTu), 4 HeJOHOIIIEHHBIX. Macca Tena Tpyu pox-
neHun 6osiee 3000 r Obuta y 5 AeTeit; cpok recraiuu 60-
nee 38 Hen umenu 14 neteit, 35—37 Henenb — 2 pebeHKa,
32—34 Hen — 2 pebenka. Y 9 u3 18 mereii Obuia 3amepkka
BHYTPUYTPOOHOTO Pa3BUTHSI TIJIOMA, U3 HUX Y 3 — CHM-
MetpuuHasi. CocTosTHMEe TIpU POXIEHUU OLIEHUBAJIOCh
KakK yIOBJIETBOPUTEJbHOE (OLIEHKAa MO IKaje Amrap
8/9 6ammoB) y 5 (27,7%]1) neteii, cpenHeTsTKem0e (OIIEH-
Ka ro 1mKaje Anrap 6/7 6amnoB) — y 13 (72,2%) neteii.

XIll POCCUNCKASI KOH®EPEHLNS «MEQUATPUSI U AETCKASI XUPYPIsi B MPUBOJDKCKOM DELEPAJIbHOM OKPYTE»

OKOJIOTIJIONHBIE BONBI C MEKOHWEM OBUIM OTMEUYCHBI
y 3 HoBopoxaeHHBIX. [IpoBegeHUsT peaHUMAIIMOHHBIX
nocoOMit U MHTEHCHUBHOW Teparuu He TOoTpedoBaloCh
TONBKO 5 (27,7%) netsiM.

B npoiiecce obOcenoBaHus U JiedeHUsT OBITA BBISIB-
JIEHBI CIIeAyIOIIe COMaTUIecKre 3a00JieBaHUs: TpyOble
KJIMHUYECKN 3HAYMMBbIe BPOXXIEHHBIE TTOPOKU cepara —
y 2 (11,1%) neteit, Majible aHOMAaJIUU Pa3BUTHS Cepara —
vy 5(27,7%), remopparndyeckuii cuapom — y 3 (16,6%),
BHYTpHYTpoOHast wHbpekuus — y 4 (22,2%), Heo-
HaTaJbHasl XeJITyXa CpelHeill W JIETKOM CTeTIeHU TsKe-
et —y 5 (27,7%), anemusa — 4 (22,2%), mocTHaTaabHasI
mHeBMoHMS — 2 (11,1%), nHMEeKIIMS MOYEeBBIBOISIINX
myreir — y 2 (11,1%), HeKpOTUYECKUI DSHTEPOKOIUT —
y 1; HOCUTETLCTBO MAaTEPUHCKUX aHTUTEN K BUPYCY TeTa-
tta C (HCV) BBIsIBIIEHO Y 6 IeTeld.

HoBopoxneHHbIe MOCTYIMAIu B OTAEJICHUE B OCHOB-
HOM B COCTOSTHUM CPEIHEN TSKECTH, B TSKEIOM COCTO-
stHUM ObLM 2 pebeHka. TsokecTb cocTosiHMST Oblia 00y-
CJIOBJIEHA TIPOSIBJICHUSIMA BHYTPUYTPOOHOU MHMEKIINU
1 BPOXJICHHOTO IOpOKa cepaua.

CungpoMm runepBo3oyaumoctr LITHC Bximiouan pas-
NpaXkeHHBI KpWK, ABUTATEbHOE OECITOKONCTBO, YCH-
JIEHUE MBIIIEYHOTO TOHYCa KPYITHBIX CrHbaTeneil, Hapy-
meHve cHa (rpeobiagaHue TepruoaoB OOAPCTBOBAHUS),
MaTOJIOTMYECKYI0 JIBUTATENIBHYI0 aKTUBHOCTH (TpemMop
KOHEYHOCTE pa3IMYHOW aMIUTUTYIbI, dYalle MEJIKO-
pasMamucteiit). Y 12 (66,6%) nmereii oTMevayics TOM
WA WHOM CTeTIeHU BBIPAXXEHHOCTU CUHIPOM BETETATHB-
HO-BUCIHEPATbHBIX AUCHYHKLIMIA B BUAE CPBITMBAHUSI,
MPUCTYTIOB OECTIOKOMCTBA, COMPOBOXKIABIIMXCS OOUITb-
HBIM TIOTOOTIEIEHUEM U SIPKO BBIPAXKEHHBIM cOCaTelTh-
HBIM pedieKcoM («cocaHue KyJauykoB»). CUHIPOM yTrHe-
teHust LIHC He ObLT 0OTMEUeH HU Yy OTHOTO pebeHKa.

ITpu oueHKe IO 1IKaJle pUCcKa CUHAPOMA BHE3aITHOM
CMepTH MJIAIEHIIEB MOKA3aTeIu pacpeIeTINCh CIeIy-
oM obpasoM: 1o 70 6amtoB oyamiu Beero 7 (38,8%)
neteit, 6onee 70 6amnoB — 8 (44,4%) HOBOPOKIEHHBIX,
6onee 100 6amnoB umenu 3 (16,6%) peberka. Takum 06-
pasom, 11 (61,1%) n3 18 mereit nMenn pUCK CUHApPOMA
BHE3aITHON cMepTU. B CBSI3M ¢ 3TUM 0OCTOSITETLCTBOM
B MOCJIEIHUE TOIBI BCE NETU OTHCIIEHUS MaTOJIOTMU HO-
BOPOXAEHHBIX C PUCKOM CHHIpOMa BHE3aITHOM CMEPTH
HaXoJsATCS Ha pecnupatopHoM MoHuTope «beou-CeHce»
1 0cOOOM KOHTPOJIE CO CTOPOHBI TIepCOHAJIA.

HeiipocoHorpaduueckoe o0cie10BaHUE OCYIIECT-
BIIsUIM Ha 1-i Hemene XU3HU W TIPU HEOOXOIUMOCTHU
noBTopHO. M3MeHeHMsT HelipocoHOTpadMUIeCcKOl Kap-
TUHBI JIOKAJTM30BaJIUCh B TEPUBEHTPUKYJISIPHOM 30HE
LIEHTPAJBHBIX TEJ W 3aHUX POTOB OOKOBBIX JKETyI04-
KOB B BUJE YIJIOTHEHHWS MO3TOBOI TKaHU (ITpenMyIe-
CTBeHHO Oejioro BeliecTBa). JlaHHble U3MEHEHUSI HO-
CUJIM HecTIeU(UIECKUi XapaKTep U OOBIMHO SIBJISTACH
CJIeICTBUEM TIEPUHATATbHOM OCTPOM U JTUTETLHOU THU-
TTOKCHH.

Ilpy OTCYTCTBUM BHYTPUBEHHBIX WHQY3UN TJIO-
KO30COJepXKallluX pacTBOPOB ToNbKO Yy 5 (27,7%)
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Cagpuna JI.3. u coaem. DeTabHBII ATKOTONBHBIN CUHAPOM U CUHAPOM a0CTHHEHIIMU Y HOBOPOXIEHHBIX

HOBOPOXIEHHBIX  OOCJIEMIOBAHHOU  TpyMNIlbl  TMOKa-
3aTeNib TJIOKO3bl OB MEHbIE JOMYCTUMON HOPMBbI
(2,2 mmoub/n). TecTbl Ha HAJIMUKE HAPKOTUYECKOTO Tpe-
rnmapara u ajKoroJisli B KPOBU POAWILHUIL U HOBOPOXIEH-
HBIX HE MPOBOJIMJIMCH, TaK KaK CTaHAApThl BEIEHUS Ta-
KMX JIeTel He pa3paboTaHEbl.

MenukamMeHTO3Hasl Tepanusi CHUHAPOMa OTMEHBI
BKJIIOUAJia TepopayibHOEe IMpHUMeHeHue (eHobapOuTama
(cyrouHast 1o3a 5 Mr/Kr B TeueHue 7—10 qHeit) u BHyTpU-
BEHHYIO MH(Y3UI0 5% pacTBoOpa IITIOKO3bI B paMKaX KOM-
TUIEKCHOW HYTPUTUBHOM TMOAJIEPXKKH, TaK KaK B TIepBbIC
JIHW XXU3HU JETU He TOJyJasld TOJHBIN 00beM MUTaHUS
M3-3a YaCTOTO CPBITUBAHMSI, a TaKKe HU3KOW TOJIepaHT-
HOCTM K 3HTEpaJTbHOMY MUTAHUIO B CBSA3U C MOCTTUITOK-
CUYECKOU WIIeMUEN KHUIIEYHUKA W YTrpo30ll HEKPOTU-
yeckoro aHtepokosuTa. [Ipy mpoBeaeHUM 4aCTUYHOTO
MapeHTePaIbHOTO MTUTAHUSI BEJICS pacyeT XUIKOCTH O -
nepKaHusl, KUIKOCTY TIaTOJIOTMYECKUX TOTEPh U YCBO-
€HHOro o0bema 3HTepasibHOTO TuTaHus. MHpy3noHHas
Tepanus Ha3Hayajachb B CBS3M Te€M, UTO HEIOCTAIOIINIA
00BbEM MUTAHUS U MATOJIOTMYECKUX TTOTEPD Y OOJBIITNH-
CTBa JieTeli B TeEpBble IHU TpeObIBaHUS B OTIEJICHUU
MaTOJIOTMU HOBOPOXIEHHBIX HE YyAaBajoCh TEPEKPHITh
norauBaHueM. [1pu mepBoii ke BO3MOXKHOCTH OCYIIECT-
BJISUICSI TIOCTETIEHHBIN TIepexoi Ha SHTepaJibHOe THUTa-
HUE, TIPEANOUYTUTEIbHEe TUIIOA/NIEPTeHHBIMUA CMECSIMU,
a TakXe CMEeCSIMM [IJIsSi HEJOHOIIEHHBIX TpPU HaJIUYUU
MophopYHKIMOHAIBHOM He3penoctn. dusnonornyec-
KWl 00bEeM MUTAHUST TOCTUTAJICS] TIOCTETIEHHO B TEUCHHUE
10—14 nueit. [1pn HaAUYUK TPYIHOTO MOJIOKA Yy MaTepu
MPaKTUKOBAJIOCh B 3TOT MEPUOJ «HETIUTATEIbHOE TPU-
KJIaJbIBAaHUE K TPYIr» U TpouuecKoe UuTaHue.

B nuHamuke HaOJOIEHUS B KIMHMKE Y HOBOPOX-
NIEHHBIX ¢ AOCTUHEHTHBIM CUHIPOMOM Ha (hOHE KOM-
TUIEKCHOM Tepamnuu u rpuema eHobapOuTaia B BhIIIE-
Ha3BaHHOI /103¢ HU Yy OJHOTO pedeHKa He ObUT OTMEYeH
cunapom yrHetenus: LIHC. BripaxkeHHOCTh aOCTMHEHT-
HOTO CUHApPOMA y JIeTel B MO3JHWUIA HEOHATAIbHBIN Me-
puoa ompeneisuiach TsokecThio moBpexaeHust LHHC,
BEeTeTOBUCIIEPAIbHBIMU HapyllleHusIMU. B Tmomasisiio-
meM 6oabHCTBe (94,4%) ciydaeB pedb IIJia O JIETKOM
TeYEHUU CUHpPOMa, JIMIIb Y OMHOTO pedeHKa C TepONHO-
BbIM aOCTMHEHTHBIM CHHAPOMOM HaOJII0IaJIOCh CpeIHEe-
TsiKesioe TeyeHue. AOCTMHEHTHBIN CUHAPOM Y BCEX Je-
Teil HOCWJI TPAaH3UTOPHbIN XapakTep, U OObIYHO Ha (hOHE
Tepanuu ero TposiBieHus ucuedanu K 10—14-my mgHiIO
ku3HU. [lpumedaresnbHO, YTO B TOCJENYIOUINE HEACTN
JKM3HU Y BCEX JIeTel, 32 UCKJIIoUeHeM pebeHKa C COTyT-
CTBYIOLIMM [TOPOKOM Cep/ILia, OTMEYAICHd CUHIPOM OyH-
MWW — JIETU MMEJIM TIOBBIIIEHHBIN amlIeTUT U BBICOKHE
npubaBKM Macchl Tesna. B cBg3M ¢ 3TMM B naHHOM (dasze
aOCTUHEHTHOTO CUHIIPOMa BeJICs eXKeTHEBHbII KOHTPOJIb
MUTAHUSI, YTOOBI HE JTOMYCKaTh MepeKopMa AeTei.

B Bospacrte 10—14 nHeii, Koraa MosBIsSIaCh BOBMOX-
HOCTb YACTUYHOTO UJIU TIOJIHOTO SHTEPATIbHOTO TTUTAHUS,
B KOMIIJIEKCHYO TEpaIuio MOAKII0YaINCh MeTaboInIec-
KM€ ¥ HOOTPOIMHBIE MpernapaThl. YUYUTHIBasl OOJBIIYIO

POJIb MOCTTUTIOKCUYECKUX HAPYIIIEHUI B alanTaliu cep-
JIETYHO-COCYIMCTOM CUCTEMBI, U3 pa3pelieHHBIX B TIEPHO-
Jie HOBOPOKIEHHOCTH JIEKAPCTBEHHBIX CPEICTB TAKTUKOM
BBbIOOpa OBLIO Ha3HAUYeHWE TpernapaToB JIEeBOKAaPHUTHUHA
B 103¢ 50 MI/KT B CyTKM KYpCOM JieueHusl Mo 2—3 Hej.
W3BecTHO, UYTO JIEBOKAPHUTHUH CIOCOOCTBYET BOCCTA-
HOBJICHMIO TIPOIIECCOB 3HEproodecrieyeHus] B MUOKap-
ne. VI3 Apyrux JIeKapCcTBEHHBIX CPEICTB, YIYYIIAOIINX
MUTOXOHAPHAIIbHBIE TPOLECCHl, MPUMEHSIIN Tperapa-
Thl KO9H3MMa Q) — KyJecaH 110 5 Kamnesb 2 pasa B I€Hb.
W3 HOOTPOIMHBIX MpernapaToB, pa3pelleHHbIX ¢ Mepro-
Jla HOBOPOXXIEHHOCTH, HAMU MCIIOJIb30BAJICS ITAHTOTaM
B LIEJISIX YJIy4YIIeHUs liepeOpajibHOro MeTaboJn3Ma; TH-
TpoBaHUE M03bl HAYMHaIU ¢ 50 MTI/KT, TTIOCTENEHHO J0-
BOZS J0 ONTUMAaJIbHOM. Bosbllloe BHUMaHUE YAEISI0Ch
MPOMUITAKTHUKE OCTPBIX PECITUPATOPHBIX MHMEKITNIA, Ha-
pSAAy C SMUAEMUJIOTHYECKUMU U CAHUTAPHO-TUTUECHUYE -
CKUMU MEPOTIPUSTUSIMU, TTPOBOAMIACH MHTEP(HEPOHOTE -
panus.

CIIOXXHBIM € JICOHTOJIOTMYECKON TOUKU 3pEeHUS
JUTSL HAC SIBJISTTOCH MH(OPMHUPOBAHUE POIUTEIIE O TOM,
YTO peGEHOK BXOIMT B TPYITITY PHCKa MO CUHIPOMY BHe-
3aITHOM CMepTU MJaleHIeB. B cBoeil pakThKe Mbl U3-
O6eraeM TAHHOW MEIWULIMHCKOW TEPMUHOJOTUU U OYEHD
OCTOPOXKHO COO0IIIaeM O TOM, YTO Y peOeHKa BO3MOXKHBI
MpOOJIEMBI ¢ IbIXaHWEM W CEepAeYHOM IesATeTbHOCThIO.
B Gecenax ¢ poauTensiMu oroBapruBaeM CUMITITOMBI «Tpe-
BOTM». KpAaTKOBpPEMEHHBIE OCTAHOBKM JIbIXaHWs, TI0-
TepXUBaHUE, <«COTEHME», <«Xpall», <«XpIOKAHbE», KPUK
JI0 «ITOCUHEHUsI». B BBIMMMCKaxX yKa3bIBaeM Ha BO3MOX-
HOCTh BHE3aITHOTO altHO3 TPYIHOTO pebeHKa, peKOMeH-
JIyeM YCUJICHHBIN COIMATbHBIN TaTPOHAX.

3aknovyeHue

Wcxons 3 morydeHHBIX JAaHHBIX MOXKHO CIIeIaTh Clie-
JYIOIINE 3aKITI0YeHUST:

1. HecmoTps Ha pocT ajIKoTroaM3Ma M HapKOMaHUU
CpelM KEHIIWH PEenpOAyKTUBHOTO BO3pacTa HaCTOpPO-
JKEHHOCTh HEOHATOJIOTOB B OTHOIIEHUW IWArHOCTUKU
¢eTaabHOro ajJKoroJbHOro0 CUMHAPOMa M aOCTMHEHTHOIO
CHHIpOMa HOBOPOXIECHHOTO €Ille HeA0CTaTOUHa.

2. B oredecTBeHHOI MpaKTHUKEe HE MPETYCMOTPEHO
00s13aTeIbHOe OTpe/ieJieHre YPOBHSI 3TaHOJA B KPOBU
OGepeMeHHBIX JKEeHIIUH, 3JT0YTTOTPEOISIIONINX aJTKOTOJIEM,
¥ UX HOBOPOXIEHHBIX, YTO 3aTPYIHSET pAHHIOIO TUarHO-
CTHKY.

3. HWmeercs neduunt nHGOpPMALIMK O COLIMATBHOM
cTaTyce CeMbH, O BPEIHBIX TPUBBIYKAX M COCTOSTHUU 3[10-
POBBST MaTepH (OTIA, COKUTEIST) B BBITTUCKAX U3 POIUIIb-
HOTO JIOMa, YTO OCJIOXKHSIET ITPEEMCTBEHHOCTh Ha0I01€e -
HUS Ha TIOCJIEAYIOIINX dTarax.

4. Cpean HOBOPOKAEHHBIX C aJIKOTOJIBHOM 9MOPHO-
deronatreil U QeTaabHBIM aJKOTOJbHBIM CHUHIPOMOM
BBICOK PUCK MJIaJIEHUECKOW CMEPTHOCTH, BKJTIOUAst pUCK
CUHIpOMa BHE3aHOW CMEPTU MJIAJEHLIEB, YTO JOJIK-
HO YYMTHIBATHCA TIpU MX JaJbHEHIEM HaOMIOAeHUN
KaK B ITOJIMKJIMHUKAX, TAK U B COLIMAIbHBIX 3aBEICHMSIX.
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5. JleyeHue aOCTMHEHTHOTO CUHIpPOMA B TMO3THUI
HEOHATaJbHBIN TTepUO AOKHO MPOBOAUTHCS COBMECT-
HO C HEBPOJIOTOM M KapIMOJOTOM M BKIIIOYATh HOOTPOTI-
HbIE U METa0OJMYECKIE MPEITapaThl.

6. Wcxomsa m3 MeXIyHapOTHOTO OITbITa, COLMAIb-
HbIEe CITy>KOBbI IOJDKHBI OTEPATUBHO peliaTh BOIPOCHI
0 BpeMEHHOM JIMIIIEHUU POAUTETLCKUX MPaB Ha MOMEHT
YIpo3bl COCTOSTHHMIO pebeHKa. B ciydae octaBieHus pe-
OeHKa B CeMbe HEOOXOAMM COLMAJbHBIA TAaTPOHAX,
HeJIb3s1 MepeKIaabIBaTh 3T (PYHKIIMY LIETUKOM Ha MeIH-
LIMHCKUX paOOTHUKOB.

IMpakTyecknii OMBIT 3apyOesKHBIX CTPaH TOKAa3bl-
BaeT, YTO TICHUXOJIOTO-Tiearornyeckasi MOMOIIb/TICUXO-
Tepanust U CriellaJbHOe OOyJYeHUe — BakKHEUIIe Me-
TOIBI TIOMOIIY MPU (heTaTbHOM aJTKOTOJTLHOM CUHIPOME
[9]. Pomuteneit (wnm nui, 3a00TSIIUXCST O peOEHKE)
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Kimauyeckue AMarHocTHyeCKue KpUTEPUM TUMMYHOTO M ATUIIMYHOTO BAPMAHTOB CMHIPOMA
Petra y nereii

C. 4. Boseuna
'BOY BINO «KasaHckuii rocynapCTBEHHbIM MeOUUMHCKNIA yHBepcuTeT nMm. C.B. Kypaiwosa» MuHsgpasa P®, KasaHb, Poccus
Clinical diagnostic criteria for typical and atypical variants of Rett syndrome in children

S. Ya. Volgina

S.V. Kurashov Kazan State Medical University, Ministry of Health of the Russian Federation, Kazan, Russia

Cunnpom PetTa siBsieTcs 0THUM U3 HAHO0JIee COMMATBHO 3HAYNMbBIX HEPBHO-TICUXHYECKUX HACJIEICTBEHHBIX 3200JIeBaHNIi Y leTeil.
3a0osieBaHne MPEeUMYIIECTBEHHO BCTPevaeTcs y JeBoYyek, ero yacrora cocrapiser 1:10000—15000. Myrtauuu B X-clienjieHHoMm
rene MECP2 paccMaTpuBalOTCS KaK OCHOBHASI MPUYMHA CHHAPOMA. /IHATHOCTMKA THIMYHOTO M ATUNMYHOIO BAPMAHTOB CHHAPOMA
OCHOBAHA HA KJIMHMYECKUX KPUTEPUSIX, BbisiBieHun mytanuii renoB MECP2, CDKL5w FOXG1.

B 2010 r. Koncopuuym 3KcnepToB no cuHapomy Perta mepecMoTpes IMArHOCTHYECKHE KPUTEPUH CHHAPOMA M NPHIIET K HOBOMY
KoHceHcycy. I[1pn Hamumu perpeccuy HepBHO-NCUXMYECKOTO PA3BUTHS [Isi TMATHOCTHKY THIIMYHOTO BAapHaHTa cuHapoma Perra no-
CTATOYHO YEThIPEX OCHOBHBIX KPUTEPHEB, [LIsl AMATHOCTHKY ATHIIMYHOTO BAPHAHTA — JIBYX M3 YeThIPEX OCHOBHBIX KPUTEPHEB U MSATH
U3 OIMHHAIATH JIOTIOJTHATEIbHBIX.

Karoueevte caosa: demu, cundpom Pemma, kaunuveckue duaenocmuueckue Kpumepuu, Munu4Hlil U AMURUMHbLE 6APUAHMbL, MYMA-
yuu eenoe MECP2, CDKLS5, FOXG1.

Ana untnposarusi: BonrvHa C.5. KnnHuyeckne anarHoCTUHeCKne Kputepumn TUMMYHOro v atunmyHoro BapuaHToB cuHapoma Petrta y netei. Poc
BecCTH nepuHaron u neanatp 2016; 61: 5: 179-182. DOI: 10.21508/1027-4065-2016-61-5-179-182

Rett Syndrome is one of the most socially significant neuropsychiatric hereditary diseases in children. This syndrome is mainly found
in girls: its frequency is 1:10000—15000. Currently mutations in X-linked gene MESR?2 considered as the main cause of the syn-
drome. Diagnosis of typical and atypical variants of the syndrome is based on the use of clinical criteria, determining gene mutations
MECP2, CDKL5 and FOXG1.

In 2010, the Expert Consortium for Rett syndrome have revised the existing diagnostic criteria for the syndrome and come to a new
consensus. If there is a regression of mental development for the diagnosis of Rett syndrome exemplary embodiment only four basic
criteria for the diagnosis of atypical variant — two of the four main criteria, and five of the eleven additional criteria.

Keywords: children, Rett syndrome, the clinical diagnostic criteria for typical and atypical variant, gene mutations MESR2, CDKLS5,
FOXG1.

For citation: Volgina S. Ya. Clinical diagnostic criteria typical and atypical variants of Rett syndrome in children. Ros Vestn Perinatol i Pediatr 2016; 61:
5:179-182 (in Russ). DOI: 10.21508/1027-4065-2016-61-5-179-182

nHapoMm Perra (MIM 312750) — reHeTuyeckoe 3a-

OosieBaHUE, XapaKTepu3ylollleecss TMporpeccupy-
IOLIMM PACCTPOMCTBOM LIEHTPAJbHOW HEPBHOM CHUCTE-
MBI, TIPX KOTOPOM 3a TIEPUOJOM TUITMYHOTO Pa3BUTHS
pebeHKa clieyeT ToTepsl paHee TMPUOOPETEHHBIX UM
HaBBIKOB. 3a0oyieBaHUE SIBJISIETCS OIHOW M3 Haubo-
Jiee pacrpOCTpaHEHHBIX TTPUYMH YMCTBEHHOM OTCTao-
CTU y JIUII 3KEHCKOTO TI0JIa U BCTpeYaeTcs ¢ 4acToToi |
Ha 10000—15000. Briepseie cuampom omucan A. Rett
B 1960 . [1]. OH HaOJI01a] IEBOYEK C PETPECCOM ICUXU-
YECKOTO Pa3BUTHSI, ayTUIHBIM TTOBEICHUEM, YTPaTOM 1ie-
JIeHaTpaBJIEHHBIX IBVXKEHUI U TTOSBIEHUEM CTEPEOTHUIT-
HBIX IBMKEHUH B BUJIE «CXXUMaHMS pyK». OTHAKO JIUIITb
B 1983 . mocie myGiMKaluu 1IBEICKOTO MCCenoBarTe-
s B. Hagberg [2] 3a6oneBaHue ObUIO BBIJACIEHO B OT-
JIeTbHYI0 HO30JIOTUYECKYIO €IMHUIY M HAa3BaHO B YeCThb
CBOETO MepPBOOTKPHIBATENS «CUMHApPOMOM Petta». TTosn-
Hee H. Zoghbi u coant. (1999) nokasanu, 4To pa3BuTHE

© Bonruna C.4., 2016
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CUHIpOMa CBsI3aHO ¢ MyTanusmu reHa MECP2, pacmo-
JIOKEHHOTO Ha JJTMHHOM TIIeue XpOMOCOMBI X B y4acTKe
Xg28. OrtoT ren komupyetr meTuia-CpG-CBSA3bIBAOIINI
oenok 2 (MeCP2), KOTOpbIii UTpaeT KIIOUEBYI pOJIb
B PETYJSILIMA aKTUBHOCTU T€HOB LIEHTPaJIbHON HEPBHOM
cuctemsl [3].

Myrtauuu reHa MECP2 BbISIBASIIOTCS Y OOJBIIMHCTBA
(95-97%) neteit ¢ KIMHUYECKUMHU TIPOSIBICHUSIMU TH-
MUYHOTO BapuaHTa («KJacCuuecKoit» (hopMbl) CUHApOMa
Perra [4] 1 TOBKO Yy 55—60% WHIAUBUIYYMOB — TIPU aTH-
MUYHOM BapuaHTe 3abosyieBanus [5]. Bmecte ¢ Tem 3—5%
JoNeil ¢ «kKilaccuyeckoi» ¢dopMoit cuHapoma Perra
He MMEIT MyTalluii ykazaHHoro reHa [4]. Jlo cux mop,
HECMOTpSI Ha JeCSITUJIETUSI TIPOBEACHHBIX MCCJIeI0Ba-
HUIA, ocTaeTcsl HesCHbIM, Kak TeH MeCP2 perynupyet
TPAHCKPUIILIMIO U TTI0YeMY MPU3HAKKA CUHIIPOMA MOSIBJISI-
I0TCsT TUIIb K 6—18 Mec mociie poxaeHust pebenka. Mc-
cinenoBaHust, npoeneHHblie H. Zoghbi u coast. (2015),
AT TPEACTaBIeHUe O MOJIEKYJISIPHOM MeXaHu3Me,
peryaupytomuMm reH MeCP2, u IpoJiMBalOT CBET Ha OT-
HOCHUTEJILHO MO3AHI0 MaHU(eCcTaluio CUMIITOMOB [6].
BaxxHo momuepkHyTh, YTO MyTauuu B rene MECP2 6binun
UIEHTU(PUIIMPOBAHBI Y JIWI[ KEHCKOTO T0Jila, KOTOpPbIE
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HE MMeEJIM HUKAKUX KJIMHUYECKUX TPU3HAKOB OOJIE3HMU,
T.e. SIBJISITUCH OECCUMITTOMHBIMUA HOCUTENISIMHU [7].

OcoObIit HaydyHbBII MHTEpPEC MPEICTaBIsIeT pa3BUTHE
3a00JIeBaHUST Y JIMIL MYXCKOTO T0jla — MYyTallMu TeHa
MECP2 BHISIBISLTUCH B 56% ciydaeB, OJHAKO Yy OCTallb-
HBIX MALMEHTOB OMpPEAC/ISINChH IPYTUe MaTOJOTHYeCKre
myTatu [8]. Crieayer OTMETUTD, UTO y OOJBHBIX C MY-
taueir B reHe MECP2 pa3BuBajiach TsDKesasl paHHSIS
MOCTHaTalbHasl  dHIedanonaTusi, PerucTpupoBaiach
paHHSISI CMEPTh, a Y BBDKMBIIIMX — OTCYTCTBOBAJIM Xapak-
TepHble KJIMHUYECKHWE MpU3Haku cuHiupoma Perra [9].
JanHast (popMa MOHOTEHHO TMaTOJOTUU MOXKET MPUBO-
IUTh K Pa3IMIHbIM (PEHOTUTTUYECKUM TIPOSIBICHUSIM,
BKJIOUasi ayTHCTUYECKUE pacCTpONCTBA, IIMWIETICHIO,
¢eHOKOMMY cMHAPOMA AHTeIbMaHa, HECUHIPOMAJIbHYIO
YMCTBEHHYIO OTCTajocTh M mm3odpeHuto. [Ipu atom
y JIeTeil OTCYTCTBOBaJIa perpeccusi HePBHO-TICUXNYECKO-
ro pa3BUTMSI U AUArHo3 cuHapoma PeTrra He Mor ObITH
ycraHoBjieH. CylllecCTBOBaHME TaKUX KIMHUYECKUX (e-
HOTUIIOB TMOJYEPKUBACT, YTO HAJIMYUE MYTallMd B TeHE
MECP2 HenocTaTOUHO JJIsI TIOCTAHOBKM JAMarHo3a CHUH-
npoma PeTTta, KOTOpBIi TMO3TOMY OCTaeTcsl KIMHUYE-
ckum puarHosoM [10]. Tlpu aTunuuHbix dopmax 3abo-
JIEBaHUSI, TIPOSIBJISIBIIIMXCSI PAaHHUM Je0I0TOM CYIOpOT,
WX TIPU BPOXIEHHOM BapuaHTe cuHAapoma Perra ¢ oT-
CYTCTBUMEM YETKOM perpeccuyd pa3BUTHsI OOHapyXuBa-
smchk mytauuu reHoB CDKLS [11] u FOXGI[12].

KnuHuyeckue Kputepuun ANarHoCTUKuU CUHgpoma
PetTa

B 2010 . KoHcopuuyM 3KCIepToB M3 TpPUHAILATH
pa3IMYHBIX CTpaH TpU MoOAAepX)Ke MeXmTyHapoaTHOTO
(onna cunapoma PerTta mepecMoTpes uMeroLuecs aa-
THOCTUYECKHUE KpUTEepUM 3a00eBaHUsI U TIPUILES K HO-
BoMy KoHceHcycy [13]. st AMarHoCTUKW TUIMMYHOTO
BapMaHTa CcUHIpoMa Perta mnpM HaaIuuMu perpeccuu
HEPBHO-TICUXUYECKOTO Pa3BUTHUSI JTOCTATOYHO YeThIpex
OCHOBHBIX KpuTepueB: 1) yacTUUHas WK TOJHAS TTOTEPSI
MPUOOPETEHHBIX LIeJICHAMPABJIEHHBIX IBWKEHUI PYK;
2) yacTUYHAasI WIKM TIOJIHAsl TMOTepsl IPUOOPETEHHBIX Ha-
BBIKOB peuu (3KCIPEeCCUBHOM); 3) aHOMaIUU TTOXOIKU:
HapylleHHasT TOoXoaKa (IMCTpakcHs') WU OTCYTCTBUE
CMOCOOHOCTU XOMUTh, 4) CTEPEOTUITHbIE JBUXKECHMUS
pyK, Takue KakK cXXaTue/caaBivBaHUE, XJIOMKU/TIO-
CTyKMBaHUE, COCaHUEe TajblieB, MOIOIIUE JBUXE-
HUs pyK/aBTOMaTtuyeckoe TpeHue pyk. Kpurepum uckio-
YyeHusd: 1) ToOBpexXaAeHWE TOJOBHOTO MO3ra B pe3yJibTaTe
TpaBMbl (B MEpU- WM TOCTHATaJIbHOM TI€pUOJE) HEil-
poMeTadoMYecKrX 0oJIe3He WIM TsKeIoi nH(pEKInu,
KOTOpbIe (hOPMUPYIOT HEBPOJOTMYECKHUE TIPOOIEMbI%;

I Nucnipakcus (dyspraxia) — HapylLIeHMsI IBUKEHUIA Y IeTei TpU OT-
CYTCTBUM HapYIICHUI MBIIIEYHOTO TOHyca W Tapaiudeid. Jetn mpu
STOM UCTIBITHIBAIOT 3aTPYAHEHUSI TPU BBITTOJTHEHUN PA3IMYHBIX CJIOXK-
HBIX IBUKEHUIT, Y HUX OTMEYAeTCsl HapyllieHe KOOPINHALIUH.

2 HeobGXoouMo 4eTKOe M0Ka3aTebCTBO MPUYMUH HEBPOJIOTHIECKON
NUCHYHKLIMM, YTO TPeOYET HEBPOJIOTMYECKOTO, OTATbMOIOIMYECKO-
ro obcrenoBanus, a Takxe nposeneHnst MPT/KT roioBHoro mo3ra.
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2) HapylleHMe TICMXOMOTOPHOTO pa3BUTHUsI B TIEpBbIe

6 MecC KU3HU.

CrenmyeT MOAYepKHYTh, UTO TaKasl XapaKTepUCTHUKA,
Kak TOCTHaTaJlbHOE 3aMeJIeHHWe pOocCTa TOJIOBbI, ObLIa
WUCKJIIOYeHA M3 JMArHOCTUYECKUX KPUTEPUEB OIIEHKMU,
TaK Kak HabJogasach He y BCEX JIMIL ¢ TUTTMYHOM (dop-
Moii Oosne3nu [14]. BMecTe ¢ TeM maHHBIM CHUMIITOM,
SIBJISISICh KIIMHUYECKUM TIPU3HAKOM, JIOJKEH HAacTOpO-
KUTh CTElMaMCcTa B OTHOIIEHUWHW BO3MOXKHOTO pHCKa
¢dopmupoBaHusi cunapoma Perra. Cremytoieit BaxXHOM
XapaKTepHON 4epTOil TUIMMIHOW (DOPMBI TaHHOTO CUH-
JipoMa SIBJISIETCSI TO, UTO MOCJIe TIepruojia perpeccuu pas-
BUTHSI HACTyMaeT 3Tall MOCIEIYIOIIero BOCCTAHOBICHMS
(4JacTMYHO BOCCTAHABAMBAIOTCS YTpaueHHbIE HaBBIKM)
VIV CTaOWJIN3alluu.

BaxxHO TIOMHUTB, YTO TIPEATIONOXUTEIbHBIN ara-
THO3 MOXET CTaBUTbCS JIETSIM JI0 TPEXJIETHEero Bo3pacTa,
KOTOpbIe HEe TOTEePSIJIM HaBBIKM Pa3BUTUSI, HO B OCTallb-
HOM UMEIOT KJIMHUYECKHe TIPOsIBIeHNs cuHIpoMma Perra.
V Takux manyreHTOB AMArHo3 JOJIKEH TlepecMaTpruBaThCs
Kaxable 6—12 Mec ¢ TONTBEPXKIACHUEM WIN UCKITIOUeHU -
em perpeccuu. Ecnu y pebeHKa He OTMeUYaeTcss HUKaKnuX
MPU3HAKOB PETPECCUM B T€YEHUE 5 JIET, TMarHO3 CUHJIPO-
Ma PeTTa cTaBUTCSI MO COMHEHUE.

HeobGxonumo 3HaTh, UTO JJIsI AMATHOCTUKM CUHIpOMA
JIOTIOJTHUTEIbHBIE KPUTEPUU B HACTOSIIIIEE BPeMsl He Tpe-
OYIOTCSI, XOTSI TAKOBBIE YACTO HAOIOAI0TCS IPU TUTTUY-
HBIX BapuaHTax 3abosneBaHus [13]. Cieayer oTMETUTb,
YTO y MaJIbiMKOB, KOTOPbIE OTBEYAIOT BCEM HEOOXOMM-
MbIM KPUTEPUSIM TMAarHOCTUKU 3a00JIeBaHUSI, TOXE CTa-
BUTCS JJaHHBIN AuarHo3 [15]. OgHako y Iull ¢ KIMHUYe-
CKMMU TIPOSIBJICHUSIMM TUITMYHOTO BapuaHTa CHHApOMa
Perra u myTtauumeit B reHe MECPZ2, HO TIpy HAJIMYUY IpY-
TMX TIOTEHUUAIbHBIX TPUYMH HEBPOJOTMYECKON JHC-
¢dyHKUIMKM (HarpuMmep, MpU TPUCOMUU XPOMOCOMBI 21)
3a00JieBaHME  JIOJDKHO  OBITh  KJIacCUMUIIMPOBAHO
He Kak Kjiaccuueckasi (popma, a Kak atTunuuHasi hopMa
cuHapoma Perra [16].

Jns AmarHoCTUKM aTUIMAYHON (hOpMBI CHHApOMa
PeTTa peGeHOK M0KEH UMETh TIEPUOJ, PErpeccuu ¢ Mmo-
CJIeAYIOIIMM BOCCTAHOBJICHMEM WM CcTabuau3aluei
npoliecca pa3BUTHS, YTO OTJIMYAET 3TU CIydau OT Jiere-
HepaTUBHEIX 3a0oieBaHMii. B momoiaHeHne K perpeccuu
JTIOJIKHBI TIPUCYTCTBOBATH 110 KpaiiHe Mepe iBa U3 YeThl-
peX OCHOBHBIX KPUTEPUEB U TISITh U3 OJWHHAILIATU J0-
MOJIHUTENbHBIX [17].

JlonoaHuTe IbHBIE KPUTEPUN:

* JIbIXaTeJIbHbIe HApYIIeHUSI B COCTOSTHUM OOJpPCTBOBA-
HUS (TUTTOBEHTWJISILIVSI, TUTIEPBEHTUIISILIMSI, OTPbIKKA
BO3IYyXOM, 3arjaTbiBaHUsI Bo3dmyxa (aspodarus), am-
HO?);

>  OpyKcusMm;

* HapylleHUEe CHa;

* HapyllIeHWe TOHYCa MBIIIIILI;

* mepudepruecKre BA3OMOTOPHbBIC HAPYIIEHUS;

*  ckonmno3 / kudos;

* 3alepkKa pocTa;
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Boneuna C. 4. KnuHUYeCKHe TMarHOCTUYECKIE KPUTEPUU TUITUIHOI'O ¥ aTUITMYHOI'0O BADUAHTOB CUHAPOMA Perra yﬂCTeﬂ

Tabauya. ATunNYHBIE BAPHAHTHI cuHApoMa Perra

BapuaHT ¢ coxpaHEeHHOI1 peubio
(BapuaHT Zappella)

BapuaHT ¢ paHHUM HayajIoM CYI0pOT
(BapuaHT Hanefeld)

BposxieHHbIi BApuaHT
(BapuaHT Rolando)

Kimmnanueckue nposiBjieHust

— Perpeccust pa3Butus B Bo3pacte 1—3 JeT,
(haza mpoIOHTMPOBAHHON CTAOMIM3ALINU
— Msirkas peayKius AeCTBUIA pyK

— Jly4iire ynepXuBaloT MpeIMeThl pyKoit

— BoccraHoBeHMe peun mocie perpeccuu
— CpemHuit BO3pacT BOCCTAHOBICHUS S5 JIET
— Hcnonb3yioT oiMHOYHBIE CI0BA WU
¢pasbr

— CpenHsis CTeTeHb MHTEIIEKTYaIbHOI
HEJ0CTaTOYHOCTHU

— AyTrcTrUYecKkoe oBeaeHe

— YMeHbIIIeHre 9YaCTOThI TAMTMYHBIX TTPO-
SIBIEHUI cuHapoMa Petra

— Penxo snunencus

— Penko nucohyHKIMS BereTaTUBHON HEPB-
HOW CUCTEMBI

— YMepeHHO BbhIpaKeHHbIN CKOJIMO03

win Kugo3s

— HopmainbHast OKpy»XHOCTb TOJOBbI

— HopmainbHBblii pocT 1 Macca B OOJIbIIIMH-
CTBE CJTy4aeB

SIUICTICUA

perpecuun

— PaHHee Hauaso cynopor —

110 5 Mec XU3HU

— WHbaHTWIbHBIE CITa3MBbl

— PedpakrepHas MUOKIOHUYECKAS

— IMosiBeHME CyIOPOT 10 HavasIa

— VYMeHbIlIeHNe YaCTOThl TAITUYHBIX
MposiBIeHn i1 cuHapoMa Petra

— OtrcraBaHUE UCXOTHOTO PA3BUTHS
— Tsxenas 3aaepkKa ICUXOMOTOPHO-
IO Pa3BUTHS

— HecmocoGHOCTh XOOUTH

— Tsaxenast mocTHaTaIbHasE MUKPOLIE-
danust 1o 4 Mec KU3HU

— Perpeccust pa3BuTus B IepBbIe

5 Mec KU3HU

— OTcyTCTBHE TUIMTMYHOTO MPUCTATb-
HOTO B3IJIsia (TJ1a3Hasl peakiivsi)

— BereraruBHbIe HapylIeHUs

— MaJjieHbK1e XOJ0HbIC PYKU U HOTH
— [lepudepuueckre Ba30MOTOPHBIE
HapylLIeHus

— JIpIxaTeIbHbIe HapyIIeHUs BO Bpe-
MsI 0OIPCTBOBAHUS

— Cneuuguueckue qBUratebHbie
HapyIIeHUs

— CTepeoTUITHbIC IBUKEHUS SI3bIKOM
— TomukooOpa3Hbie ABUXKEHUS KO-
HEYHOCTEeH

MounekynspHas reHeTHKa

B GOJIBIIMHCTBE CIyyaeB HAICHBI MyTa-

1uu B rene MECP2 IOTCSI PENIKO

OO6HapyxeHbl MyTaluu reHa CDKLS

Mytauuu B reHe MECP2 BbIsIBISI-

Mytauyu B reHe MECP2 BbISIBISIOTCS
penKo

OOHapyxeHbl MyTaluu reHa FOXG1

* MaJIeHbKHe XOJIOMHBIE PYKH U HOTH;

*  TIPUCTYIBI OECTIPUUMHHOTO cMeXa,/KpUKa;

* ocnabjeHHas peakius Ha 00Jib;

*  BbIpaXkeHHass KOMMYHHMKAIUs (KOHTAKT) C TIOMOIIIBIO

IJ1a3/ToTePst 3pUTEJIbHOTO KOHTAaKTa.

MHorue 13 yKa3aHHBIX CUMIITOMOB UMEIOT BO3pPacCT-
HbIe O0COOCHHOCTU. [lMarHo3 aTUNUYHON (OpPMBI CUH-
npomMa PeTra mpolie ycraHaBIMBaeTCs y JIMILL CTapIliero
Bo3pacta. JleTsm 1o 5 JieT, KoTopble UMeU TTepUos pe-
IPEeCCUM He MeHee IBYX OCHOBHBIX KPUTEPHUEB, HO MEHee
MTSITU BCIIOMOTATeIbHBIX KPUTEPUEB, BBICTABIISIETCS Be-
POSITHBIN TMAarHO3 aTUIMUYHON (hopMbl cuHApoMa Petra
C TocJIeiyIouIeit ero nepeoleHKoi.

B HacTog111€€ BpeMsi HanboJjiee XOpoIio ONMKUcaHbl TPU
ATUTIMYHBIX BapuaHTa cuHapoma Petra: Zappella, Bapu-
aHT [18] ¢ coxpaHeHHOI peublo, BAPUAHT C PAaHHUM Jie-
6rotoMm cymopor (Hanefeld BapuanT) [19] 1 BpoxKaeHHBbIH
(BapuaHT Rolando) [20]. B Tabnuiie npeacTaBiaeHbl K-
HUYECKHE OCOOCHHOCTU U T€HETMYECKUE JIOKYChI, CBSI-
3aHHBIE ¢ KOHKPETHBIMU BapuaHTaMM aTUITUYHON dop-
MBI cuHapoma Perra [13].
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Oco0eHHoCTH 00MEHA AMUHOKHCJIOT Y FOHBIX CIIOPTCMEHOB
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Specific features of amino acid metabolism in young athletes

A.A. Biktimirova', N.V. Rylova',V.S. Sukhorukov?
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2Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical
University, Ministry of Health of Russia, Moscow, Russia

W3y4enue conepkaHusi AMHHOKHCIOT W KAPHUTHHA B KPOBU MO3BOJIMT MPOTHO3MPOBATH COCTOSIHHE PAGOTOCIOCOOHOCTH Y IOHBIX
crioprcmenoB. Ilenb uccienoBanus: onpesesieHne CoiepKaHus AMAHOKHUCIIOT B KPOBH IOHBIX CHOPTCMEHOB M YCTAHOBJIEHHE HAJIMYUS
KOPpeJISINHU C YPOBHEM KapHuTHHA. B rcclieyemyo rpyminy Bonum 94 cioprcMeHa ¢ pa3HbIM BUIOM (H3MY€ECKOil AKTUBHOCTH, 4 TAK-
Ke JIeTH U3 KOHTPOJbHOii rpynnbl. VcclieioBaHne MPOBOANIOCH METOIOM JKMIKOCTHOI TAHIEMHOIl XPOMATO-MACC-CIIEKTPOMETPUH
noclie 3a0opa o0pa3ua KamwLIApHO# KpoBH. B pe3ynbrare ananm3a noJiydeHHbIX 00pa3noB ObLIO MOJTYYeHO colep:kanue 12 amuHo-
KHCJIOT, ONpe/ie/IeHbI PA3JNYHsi B 3aBHCMMOCTH OT Bi/A (u3nudecKoit HArpy3ku u nosa. Onpeesien BKIA IByX AMHHOKHCIIOT B /IHC-
MEPCUI0 COJIEPIKAHMS CBSI3AHHOTO KAPHUTHHA. BKIaa ypoBHsi MeTHOHUHA cocTaBua 51,1%, dennnananuna — 47,8%. Takum oopa-
30M, U3yYeHHE CONEPKAHNS AMHHOKHCIIOT, YPOBHS KAPHUTHHA M WX B3aMMOCBSI3M MO3BOJISIET MPOTHO3MPOBATH PAGOTOCIOCOGHOCTH
IOHBIX CIOPTCMEHOB, YTO 0COOEHHO BAXKHO JUIs NPO(UIAKTHKH YXyAIIEHHS COCTOSIHUS UX 310POBbs M CHIXKEHHsI pA00TOCNOCOOHOCTH.

Karoueevie caosa: ()emu, fOHblE CNOPMCMEHDbL, obmen KapuumuHa, AmMUHOKUCA0Nbl, MEMUOHUH, d)eHM/la/laHMH.

Ans yntupoBauums: buktumuposa A.A., PeinoBa H.B., Cyxopykos B.C. Ocob6eHHOCTY 06MeHa aMUHOKUCIIOT Y IOHbIX CITIOPTCMEHOB. Poc BECTH nepu-
Haton v neamatp 2016; 61: 5: 183-186. DOI: 10.21508/1027-4065-2016-61-5-183-186

The study of the blood levels of amino acids and carnitine will be able to predict the performance efficiency of young athletes. Ob-
jective: to determine blood amino acid concentrations in young athletes and to establish whether they are correlated with the level
of carnitine. The study group included 94 athletes with different types of physical activity, as well as children from the control group.
The study was conducted by liquid chromatography-tandem mass spectrometry after capillary blood sampling. An analysis of the ob-
tained samples determined the levels of 12 amino acids and identified differences in relation to the type of exercise and gender.
The contribution of two amino acids to the variance of the level of bound carnitine was estimated. The contribution of the levels of me-
thionine and phenylalanine was 51.1 and 47.8%, respectively. Thus, the study of the content of amino acids, the level of carnitine,
and their relationship can predict the performance efficiency of young athletes, which is especially important to prevent their worse
health and lower performance.

Keywords: children, young athletes, carnitine metabolism, amino acids, methionine, phenylalanine
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CospeMeHHHﬁ CITOPT BBICOKUX JOCTUKEHUM OCHO-
BBIBa€TCA Ha TIPABUJILHOM ITOCTPOECHMU TPEHUPO-
BOYHOTO M COPEBHOBATEJIBHOTO TIPOIIECCOB, M3YICHUU
pe3epBOB OpraHMW3Ma, BO3MOXKHOCTH WCIIOTb30BAHUS
(hapMaKoJOTMUECKUX CPENCTB U BOCCTAHOBIICHUSI €TO
pPecypcoB M COBEPIICHCTBOBAHMS IIPOIIECCOB ajarmTa-
uun K (Qusnyeckoir Harpyske. [logpoOHoe usyueHue
comepKaHUs BEIECTB, BIUSIONIMX Ha CIOPTUBHBIE
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nmmatpum ¢ kypcamu TTIT u Ka3zaHCKOro rocy1apcTBeHHOTO MEIMIIMHCKOTO YHU-
Bepcuteta M3 P® um. C.B. Kypamiosa

420012 Kasanb, yi1. Bytieposa, 1. 49

CyxopykoB Brnagumup CepreeBud — J.M.H. ripodeccop, 3aB Jjaboparopueit Mo-
JIEKYJISIPHOM ¥ GMOXMMUYECKO# TarHocTuku HayuHo-1ccienoBaTebckoro Kim-
HUYECKOTro MHCTUTYTA NeanaTpuu uM. akagemuka tO.E. Benbsruiiesa

125412 Mockaa, yi1. Tannomekas 1. 2

MoKa3aTesu, SBISIeTCSl aKTyaJIbHOM 3amadyeil Tpu opra-
HU3ALMU MEIUKO-OMOJIOTUYECKOTO O0eCIieueHUsT JeT-
cKo-toHomeckoro criopta [1]. CriopTuBHas MeaulMHa
B KauecTBe KJIMHWYECKON JUCHUIIMHBI yIEIseT 0coboe
BHUMaHUeE OlleHKe (PYHKIIMOHAIBHOTO COCTOSTHUS CITOP-
TCMEHa — TpeHUPOBaHHOCTH [2, 3]. Pemrenne atoii 3aga-
YU TIOMOTAeT Bpayy, TpeHEpPY U CaMOMY aTJIeTy HaMETUTh
HauOosiee palMOHaJIbHbIE TIYyTHU COBEPIICHCTBOBAHUS
CTIIOPTUBHOTO MAacTePCTBa, JOCTUXKEHMST HAUJTYUIIIUX pe-
3yJILTaTOB U COXPaHEHUSI 3[I0POBbSI.

MenuuuHcKoe COMPOBOXIEHUE IETCKO-FOHOIIeC-
KOTO CropTa COCTaBJISIET OCOOBIN pasniesl CIOPTUBHOM
MenuuuHbl. M3ydyeHue comepkaHus BEIIECTB, y4acTBY-
IOIIMX B BHEPreTUYeCKOM O0eCTeYeHUN MBbIIIeYHON
NesITeIbHOCTH, SIBJIIETCSI akTyajbHOU 3amaveit [2]. Kap-
HUTUH — BEIIECTBO, KOTOPOE HEOOXOIMMO ISl TIOM-
JepXKaHUsT MeTaboJIMYeCKUX TPOIIECCOB B KIJIETKE U CO-
XpPaHHOCTU TKaHel. BoJbIIMHCTBO KJIETOK opraHu3Ma
obiamaer CMOCOOHOCTBIO CUHTE3MpPOBaTh 3HIOTEH-
HBIl KapHUTUH B TeuyeHUe Bceil xu3Hu [5]. KapHutuH
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MOCTyMaeT ¢ MUIeH WIM CUHTE3UPYeTCs U3 He3aMEeHU-
MBIX aMWMHOKUCJIOT JIM3WHA Y METUOHWHA [4, 6]. [ToaToMy
HaJIMYMe KOPPEeJsIUU MeXIy CONepXKaHUEM KapHUTUHA
U OTpe/ieJIeHHBIX aMUHOKUCIOT MOXET WUTpaTh BaKHYIO
pOJb TIPY U3yYEHUU pabOTOCTIOCOOHOCTH U BOCCTAHOBU -
TEJIbHBIX MPOLIECCOB Y FOHBIX CIIOPTCMEHOB.

AMMHOKHCIIOTHI TaKKe MPUHUMAIOT yJacTue B MeTa-
OosmuecKux mpoiieccax. boJibliyto 4acTh aMUHOKUCIOT
OpPraHU3M CHUHTE3MUpYeT U3 APYrMX aMruHoKucIoT. Ho cy-
IIECTBYIOT 9 He3aMeHUMBIX aMWHOKHUCIOT, KOTOpbIE
JTOJKHBI TIOCTYTIaTh M3BHE.

AMMHOKHUCIIOTBI KaK 3aMEHHUMbIe, TaK M He3ame-
HUMBbIC YYaCTBYIOT B DHEPreTMUYeCKOM OOMEHe KIJIETKH,
B TIpoliecce TJIIOKOHeoreHes3a. M3 ajmaHuHa, LMCTEWHA,
IAIMHA oOpa3dyerTcs mpyBaT. DeHWIaJaHWH OKHC-
JISIETCS B TUPO3WH, BCTYMAIOIIMKA B MHOTOYUCJIEHHBIE
peakiMy B pa3jIMYHbBIX TKaHsX. B pesynbrare atux mpe-
BpallleHU# OH HE TOJIbKO pacriafaeTcs 10 KOHEYHbBIX TTPO-
IIYKTOB, HO 1 JaeT TTPOMEXYTOUHbIE METa0OJIUThI, U3 KO-
TOPBIX OOpa3yeTcsi psii BAXKHBIX COeAMHEHU I ; HEKOTOPbIE
U3 HUX SIBJISTFOTCSI OMOJIOTMYECKU aKTUBHBIMM BellleCTBa-
MU, B YaCTHOCTH pymMapart, yyacTBymoluii B uukie Kpeo-
ca. [JryraMrMHOBasi KUCJIOTa CIYXKUT PETYJISITOPOM OKHC-
JINTEJIbHO-BOCCTAHOBUTEILHBIX PeaklMii B OpraHu3Me,
IMMTOMUMO 3TOTO OHA SIBJISIETCS] CyOCTPAaTOM ISl OMOCUHTE-
3a aMMHOKMCJIOTHI ODHUTHHA TTyTeM €€ TiepeaMUHUPOBa-
Hus. OpHUTHH CMOCOOCTBYET CEKpelM TOPMOHA pocTa,
YTO CTUMYJIUPYET TPOLECC CKUTAHUS XXKMPOBOW TKAHU.
ITpoBeneHbl nccaenoBaHusl, B X0/1€ KOTOPHIX BBISICHEHO,
YTO CUCTEMaTUYeCKUit TipreM | r opHUTUHA U | T apru-
HUHA B CyTKM B TeUYeHUE 5 HeO B COYETAHUU C MHTEH-
CUBHOI (hU3MUYECKON HArpy3Koil MpUBOIUT K TPUPOCTY
MBIIIIEYHOI MacChl U CHUKEHUIO COAEPXKaHUS XUPOBOM
Macchl TeJia.

ApPTrMHUH — YCJIOBHO 3aMeHMMasi aMMHOKMCJIOTa, KO-
TOopasi IpUHUMAET yJyacThe B CHHTEe3e KpeaTuHa. AprTMHUH
0o0pa3zyeTcsl B X0/Ie CUHTe3a MOYEBUHBI B TIEYEHU U3 Kap-
ooMomadocdara Ipyu ydacTUM acIiaparnHOBOI KUCJIOTHI
W OPHUTHHA, TaAKUM 00pPa30M, COCTOMT B MPSIMOM KOP-
PeIIIIMOHHONW 3aBUCUMOCTH C 3TUMM JIByMsI aMHWHO-
KuciotaMu. B coctaBe GelKOB aprMHUH, KakK TOJsIpHAsT
MOJIOXKUTENBHO 3apsKeHHAs: aMUHOKUCIOTa, yJacTBYeT
B 00pa30BaHMM MOHHBIX CBsI3eil U B (DOPMUPOBAHUN TH-
JIpaTHOI 000JIOYKU OEKOB. APIrUHUH SIBJISIETCS] OTHUM
U3 KJIHOYEBBIX METa0OIUTOB B MPOIECCax a30TUCTOTO 00-
MeHa. MMeroTcst jaHHBIE, YTO BO BpeMsi MHTEHCHUBHBIX
(u3nUecKknx Harpy30K, CTPECCOB, TPaBM aprMHUH Tepe-
CTaeT CHUHTE3MPOBAThCS M BO3HMKAET HEOOXOAMMOCTh
MOCTYTUIEHUST eTo M3BHE. B To Xe BpeMsi oTMeuaercs,
YTO y JeTell M MOAPOCTKOB YPOBEHb CMHTE3a apriMHUHA
yacto HepocTtatoueH. Cyurtaercs, uto L-uzomMep uutpyJi-
JINHA CTIOCOOCTBYET BbIpaOOTKE OpraHM3MOM aprMHUHA.
B crioptuBHOM TMTaHUM L-UMTPYJIIMH MCIOIB3YeTCS
IIJIST BBIBEIEHWSI MOJIOYHOM KHMCJIOTHI M1 aMMUaKa, a TakxKe
IIsT BoccTaHOBJIeHUs 3amacoB AT® u kpeatuHdochara
ocJie TPeHUPOBOK.

AMWHOKMCIIOTA TJWIMH TaKXe YJ4acTBYeT B CHHTE3e
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KpeaTHHa, KOTOPBIN B CBOIO o4epelb MmoaBepraercs hoc-
dopumupoBanuio ¢ ydactueM AT® 1o obpasoBaHUs
kpeaTuHdocdaTta. HesaMeHUMble aMUHOKUCIIOTHI C pa3-
BETBJICHHOW YIJIEPONHOW WENMbI0 — JIEULUWH, W30JIEeH-
LIVH, BaJIMH, B OTJIIMYUE OT APYIMX, MEeTaOOIU3UPYIOTCS
He B MMEeYeHU, a B MBIIIIIAX, TT0O3TOMY CUMTAIOTCSI OCHOB-
HBIM DHEPTreTUYECKUM CyOcTpaToM g MbIil. Kpowme
TOTO, OHM TIPETISITCTBYIOT CHIDKEHUIO YPOBHST CEPOTOHMHA
U SBJIIOTCS] OTHUM U3 TJIaBHBIX KICTOYHUKOB JIJIST CUHTE3a
TKaHel Tena [3, 6]. Takum obpa3oM, U3ydeHUe comepKa-
HUSI aMUHOKHUCJIOT U KAPHUTUHA B KPOBU TTO3BOJIUT MPO-
THO3UPOBATh COCTOSTHUE PabOTOCIIOCOOHOCTU Y FOHBIX
CITOPTCMEHOB.

Lenp wuccmemoBaHUS: ONpenecHUE COICPKaHUS
AMWHOKUCIIOT B KPOBM IOHBIX CITOPTCMEHOB M YCTaHOB-
JIEHUE KOPPESALNUI ¢ YPOBHEM KapHUTHHA.

XapaktepucTtuka petei U MeToabl UCCNeAoBaHUS

B wuccnemoBanune Bonuim 94 1OHBIX CIIOpTCMEHa
B Bo3pacTte 12—18 jyer. Jletn ObIM pasnesneHbI Ha OBE
TPyNIbl B 3aBUCUMOCTH OT BUAAa (DU3NUECKON Harpys-
KU — 46 mpeacTtaBUTeNiell HMUKIMUECKOTO (TIIaBaHME)
u 48 mpencraBuTeNeil UTPOBOTO BUIA CIOpTa (XOKKeM
Ha TpaBe). [l hopMUpOBAaHMS KOHTPOJILHON TPYITIBI
ObUTM 00CJIeIOBaHbl YYEHMKHU O00I1e00pa30BaTeIbHBIX
IIKOJI, He 3aHUMAlOIINeCsT MHTEHCUBHBIMU (hU3UUIECKU-
MM YIpaXXHeHUSIMU. 11 UcclieIOBaHUST YPOBHST aMUHO-
KHMCJIOT U OCOOEHHOCTE KAapHUTHMHOBOIO OOMeHa ObLI
WCIOJIb30BaH METOJ XUIKOCTHOU TaHIEMHOW XpOMaTo-
Macc-criekTpoMeTpuu. [IperMyIiecTBOM JTaHHOW Me-
TOIWKH SIBJISIETCS MaJIOMHBA3WBHOCTb M BO3MOXKHOCTH
aHaju3a OOoJIBIIOTO KOoJIMYecTBa o0pasioB. MarepuajioMm
IS UCCJIEIOBAHMST TIOCIYXXWJI oOpasel] KanmwIspHOR
KPOBU, KOTOPBI HAHOCUTCS Ha CIIEIMATbHYIO (DHITBTPO-
BaJIbHYIO Oymary.

Pe3ynbTatbl M 06CYyXaeHue

PesynbraTel ompeneneHust comepxKaHUsT aMUHOKHC-
JIOT B KPOBM IOHBIX CITOPTCMEHOB TIpMBENEHBI B Ta0. 1.
JlocTOBEpHOCTh PA3IUUUil MPEACTAaBIEHHbBIX JaHHBIX OT-
MeueHa BO BCeX IpyIIax, 3a UCKIIOYEHUEM YPOBHS 1IM-
TpyJUIMHA, METUOHWHA U TUPO3WHA.

Cpenm Bcex He3aMEHUMbBIX aMUHOKUCJIOT TIpU U3Y-
YEHUU paboTOCMOCOOHOCTU 0CO00e 3HAYeHWE WMEET
METUOHMH B CBSI3U CO CBOUM TTOJIOXKUTEIbHBIM BIUSTHU-
€M Ha JIMMMIHBII 0OMeH (OKa3bIBaeT JUIOTPOITHOE /eii-
CTBME), a TAaKXKE B CBSI3U C TEM, UTO 3TO BEIIECTBO SIBJIsI-
ercst cyocTpaToM JUIsl SHIOTEHHOTO CMHTe3a KapHUTHHA.
ITpoBeneHa olieHKa cofepKaHUs JAHHON aMUHOKMCIIOTHI
B 3aBUCHMMOCTH OT BUJa (PU3MIECKOI aKTUBHOCTH U T0JIa
IOHBIX CTIOPTCMEHOB (TabJ1. 2). Bo3pacTHbie HOpMbI TaH-
HOTO BeIlleCTBAa HAXOAATCS B Tpeaesax 6—37 MKMOJb/J.
B rpynre neBOYEeK-XOKKEMCTOK YpOBEHb METMOHWHA
Bapbuposai ot 4,51 no 10,91 MkMomb/11, cpenHee 3HaUe-
Hue 6,7+0,4 MkMoITb/11, B ToM umcie y 6 (31,6%) neso-
YyeK ypoBeHb METMOHWHA OKa3aJICsl HUXE HOPMaJIbHBIX
3HauUeHUi. Y AaHHOW TPYIMbl CHOPTCMEHOK YPOBEHb

POCCUCKWIA BECTHUK MEPUHATOJIOMU U MNEANATPUN, 2016; 61:5

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2016; 61:5



ELleuMLI]JOSLZ A.A. u coaem. OcobeHHOCTH 0OMEHA AMUHOKHUCIIOT Y IOHBIX CTIOPTCMEHOB

Tab6auya 1. ConepkaHue aMUHOKHCIIOT (B MKMOJI/JT) B HCCJI€IyeMbIX TPYNNax

AMMHOKHCIIOTA
XOKKel Ha TpaBe IlnaBanue KoHTponbHas rpynmna
AnaHuH 385,4+11.,4 343,4+13,8 325,3£11,6
ApruHUH 20,8+1,4 23,3%1,8 13,7+2,9
AcnaparnHoBast KUCJIOTa 130,1£3,3 103,4+3.9 126,0%5,5
Hurpyminx 31,1%£1,3 30,3+0,9 29,4+1,4
[ryramMmuHoBas Kkuciaora 285,5+8.7 307,8+7,1 329,2+8,3
[ vziivzecs 270,4%+10,5 205,4%6,3 262,3%18,6
MeTnoHuH 13,7£1,1 14,4%1,0 11,7%0,6
OpHUTHH 102,2+5,2 64,3+3,8 83,4%5,5
Dennnaranua 56,0%+2,6 47,912,0 43,2+1.4
Tuposun 65,3+2,8 67,3+2,8 60,8+2,7
Banun 136,6%4,5 155,6£5,1 136,6£5,1
JlemH/u30eMIuH 130,9+4,9 147,1%6,5 108,5+3,7

Tabauya 2. CpaBHeHre YPOBHS METHOHHHA (B MKMOJIb/JT) B 3aBHCMMOCTH OT BUIA (hu3HueCcKoii AKTHBHOCTH ¥ M0JIA 00CIeIyeMbIX,

min-max (M=xm)

[Mon
Buna cniopra p
MY2KCKOW KEHCKUIA
XoKKeil Ha TpaBe 11,3-50,3 (18,2%1,3) 4,5-10,9 (6,7£0,4) <0,01
[lnaBanue 4,0-29,5 (15,9£1,3) 4,0-19,0 (11,3%1,2) <0,05
KontponbHas rpynmna 6,0-11,7 (8,1+0,9) 9,5-17,7 (12,9£0,5) <0,01

KapHUTHHA TaKKe OKa3alcsl HU3KMM. Y MaJbuiKOB, 3a-
HUMAIOIINXCS XOKKEeEeM Ha TpaBe, MaKCUMaJbHOE 3Ha-
yeHue MeTMoHMHa gocturano 50,3 MKMOJIb/J, 4TO Cy-
IIECTBEHHO TIpeBbIlIaeT Hopmy. CpemHUii TToKa3aTelb
METHMOHMHA B 3TOM Tpyrine coctaBui 18,2+1,3 MKMOJIb/JI.
TakuM 00pa3oM, ypoBeHb METMOHMHA B TPYIIIE 3aHU-
MAaloIIMXCST XOKKeeM Ha TpaBe MaJbuMKOB IO CpaBHe-
HUIO C IIEBOYKAMM OBIT CTATUCTUYECKM 3HAUYMMO BBIIIIE
(p<0,01).

V neBouek, 3aHUMAIOIINXCS TUTaBaHUEM, YPOBEHDb Me-
THOHUHA cocTaBui oT 4,0 mo 18,8 MKMoIb/J, B cpeiHeM
11,3£1,2 mxmons/n. B atoit rpyrme y 2 (13,3%) neBouek
OTMEUEH CHIDKEHHBIN ToKa3aTelb HAaHHOW aMWHOKWC-
JIOTBI. Y MaJIbuMKOB-TUIOBIIOB YPOBEHb METMOHWHA Ba-
peupoBan mexmy 4,0 u 27,6 mkmonb/1. Y onHoro (3,2%)
IJIOBLIA CONIEpXXKaHUEe METMOHWHA OBUIO HIXKE HOPMBI.
CpenHee 3HavyeHWe TMOKa3aTelsl B JTaHHOW TOATPYIIIE
coctaBuio 15,9+1,3 mkMonb/n. Paznuuus B comepxa-
HUW TaHHON aMWHOKUCJIOTHI MEXIy MaJbuMKaMH U Je-
BOYKAMU, 3aHUMAIOIIUMUCS TIIaBaHWEM, JTOCTOBEPHBI
pu p<0,05.

B KOHTpOJILHOI TpyTIIie y 1eBOYEK CPeIHUIT YPOBEHb
MeTMoHMHa coctaBwi 12,910,5 MKMOJb/JI, ¥ MajlbuM-
koB — 8,1%£0,9 MmxMonb/n. BennunHa nmokasaresst y 00-
clenyeMbIX Oblla B TIpelenax pedepeHCHBIX 3HAYeHUIA.
CratucTryeckas 3HAaUMMOCTb Pa3IMuUii B COMEPKaHUU
MeTuoHMHa oTMeueHa ripu p<0,01.

Ha crenytoiiem arane Hamu Obl1a MCCIeIOBaHA 3a-
BUCHMOCTb COJIep>KaHUsl CBSI3aHHOTO KapHUTHHA OT CO-
nepXaHusi aMUHOKUCTOT. CTaTMCTUYECKW 3HAYMMbBIMU
0Ka3aJMCh KOPPEISILIMOHHBIE CBSI3U C IByMsI aMUHOKMC-
JIOTaMM — METUOHWHOM U (peHwnananuHoM. s mep-
BOI M3 HMX ObUIa TOJyYeHa CJenyrolas perpecCuoHHast
MOJIENb:

Y =937+0,47-X _,
e Y~ — CcolepXaHME CBA3AHHOTO KApHUTUHA
(MKMOJIB/MT); X — comepKaHne METUOHMHA (MKMOJIb/JT).

TlonyyeHHast perpecCMOHHasi MOJENb XapaKTepu3y-
eTCsl TIOJIOKUTEJIbHBIM 3HaYeHUeM KoadduiimeHTa Kop-
penstunu #=0,71, 9To 1Mo mKaje Yemnmoka COOTBETCTBYET
BBICOKOM TECHOTE CBSI3U MeXJy TokazaTeassMu. Bxiam
YPOBHSI METUOHWHA B IUCTIEPCUIO COMEpPKaHUSI CBSI3aH-
HOro KapHUTWHaA cocTtasisieT 51,1%. Habmomaemas 3a-
BUCHMOCTB cTaTUCTUYecKr 3Haunma rpu p<0,001.

3aBUCUMOCTb COAECPKAaHUS CBSI3AHHOTO KapHUTHHA
OT coaepXaHus (eHuaJaHUHA B KPOBU MOXET OBITh
ornucaHa ¢hopMyJIoii:

Y =9,37+0,47 -XOD

eH’

rme Y~ — comepxaHue CBS3aHHOTO KapHUTHHA
(MKMOJIB/11); theH — coaepxaHue (eHuIaTaHuHA
(MKMOIB/1T).

KoadhduimeHT Koppessiiuu, XapaKTepu3yIIINi
JAHHYIO CBsA3b, coctaBua 0,69, uro mo mkaire Yen-
JIOKa COOTBETCTBYET 3aMETHOM TECHOTE CBI3U MEXKIY
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rnokasatessiMu. Bkian ypoBHs (peHMIIalaHHA B TUCTIEP-
CUIO COMEPXXKAaHUST CBSI3AHHOTO KApHUTHHA COCTaBIISIET
47,8%. Cratuctuuyeckasl 3HQUMMOCTb KOPPEISLIMOHHOM
cBs13u cooTBeTcTBYET p<0,001.

Takum oOGpa3zom, u3ydyeHue ComepKaHusi aMUHOKUC-
JIOT TIO3BOJISIET MPOTHO3UPOBATh PabOTOCTIOCOOHOCTD,
KOTOpasi TECHO CBsI3aHA C COAepKaHMEeM KapHUTWUHA
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