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MoeanbHom nuwen ons rpyaHoro pe6éHKCI ABNAETCA MOJIOKO MATepu, HO, Koraa spay no MeauUmMHCKUM NMoKAasaHUAM
pekoMeHayeT cneunanbHoe NnUTaHne, NAN Be3/10KTO3HbIN MOXET CTATb MOAXOOALLEN G)'IbTepHOTMBOl;L

AN

be3ntaxkmo3Hbiii

Ana nutaHmAa geTen
C HeNepPeHOCUMOCTbIO JTAKTO3bl

' He copep)vT nakTo3y u caxapo3y

' ManbToAeKCTPUH — eAUHCTBEHHbIN YyrneBop,
B CMecHn
Jlerko ycBavBaeTcs faxke HOBOPOXAEHHbIMMN
LeTbMU.
Jlerko nepeBapuBaeTcs Npu KNLWEYHbIX
paccTponcTBax.
ObecneynBaeT HN3KYIO OCMONISIPHOCTb CMECU.

OGoraujeHa HyK/leoTMAaAMM
CnocobcTByeT Gonee ObICTPOMY BOCCTAHOBNEHUIO
CNIN3UCTON KMLLEYHMKA.

Copgepxmt AMHXXK
CHMXaeT aKTUBHOCTb BOCMNaNIEHUS B KULLEYHUKE.

ONTUMN3NPOBAHHbIN 6eNKOBbIN COCTaB
MakcrmanbHO NPUBAVXEH MO aMUHOKMUCIOTHOMY
cocTaBy K Oefnkam rpyaHoro Mosoka.

Hoeana nndopmayua o getckom nuranum — UHCTUTYT nutanua HECTNE www.nestlenutrition-institute.org.

NAN Be3/10KTO3HbIN — ANa AeTen C POXAEHUS.
000 «Hectne Poccus». Bonpochl M NoXenaHus HanpaensaTb No agpecy: 109004, Mocksa, a/a 74.

BecnnatHas ropayas nmHus: 8-800-200-20-55. contact@ru.nestle.com 145 net oneita
MHdbopmaLuyms ToNbKo 415 MeAULIMHCKUX paboTHMKOB. ToBap cepTMULMPOBAH. Peknama. B OETCKOM NUTAHUK

BAXXHOE 3AMEYAHME: B coOTBETCTBUM C peKoMeHAaLyen BceMmnpHoi oprannsaumm 3apaBooxpaHeruns (BO3*), 6epemeHHbIx 1 poxeHWL, Heobxoanmo MHdop-
MUPOBATH O MPEUMYLLIECTBAX FPYAHOr0 BCKAPMIMBAHMS, 06pallas ocoboe BHUMAHWE HA TO, YTO MMEHHO OHO obecneynBaeT camoe pauMoHAIbHOE NUTAHUE U
UMMYHUTET feTeit. )KeHLMHAM, POAMBLLMM AeTel, HYXXHO 0B6bACHUTL METOAbI MOATOTOBKM U NOAAEPXKAHUS NAKTALMM, [enas AKLUeHT Ha HeobxoaAMMoCTH coanaH-
CMPOBAHHOTO MUTAHUS CAMOW XEHLLMHbI, KaK BO Bpemst 6epeMeHHOCTH, TaK 1 nocie pofos. CneayeT y6eanTb XeHLMHY B HeA0MYyCTUMOCTU He060CHOBAHHOTO
BBEEHNS YACTUYHOTO NUTAHUSA AETCKUMU CMECSMM U3 BYTHINOYKM UK APYror MULLM U MTLS, TAK KAK 3TO MOXET OTPULIATE/IbHO CKA3ATLCS HA FPYAHOM BCKAPM-
NNBAHUU. KpOMe TOro, XeHLLMHbI JOMKHbI 3HATb O TOM, 4YTO BO3BPALLIEHME K FPYAHOMY BCKAPM/IMBAHWMIO O4eHb CI0XHO. [laBas cOBET MONOA0M MaTepu 06 ncnonb-
30BAHWW JEeTCKOM CMecK, HeobxoaMmo obpaTUTL €€ BHUMAHWE HA COLManbHble U PUHAHCOBbIE MOCNEACTBUSA 3TOrO pelleHns. Tak, ecim pebEeHoK HaxoamTca
UCKMOYNUTENbHO HA UCKYCCTBEHHOM BCKAPM/IMBAHWWM, TO B Hefento Tpebyetcs Bonee 1ynakosku (400 r) cmecu. Mo3ToMy Npu NPUHATUAK peLLeHnst 06 NCKYCCTBEHHOM
BCKAPM/IMBAHWM XEHLLMHA JO/KHA YYUTBIBATL 3ATPATHI U OUHAHCOBbIE 06CTOATENLCTBA CeMbU. DKEHLLMHAM HEOBXOANMO HAMOMHUTb, YTO FPYAHOE MOOKO He
TO/IbKO CAMOE JTy4Llee, HO U CAMOe SKOHOMWUYHOE NUTaHWE AN rpyaHbix AeTen. Ecnm npuHMmaetcs pelueHne 06 NCKYCCTBEHHOM BCKAPMIMBAHWM, O4eHb BAXHO
06Y4UTb XEHLLMHY METOLAM NPABUILHOTO MPUroTOBNIEHNA cMec. [Mpu 3Tom 0coboe BHUMAHWE ciefyeT 06paTtuTb HA TO, YTO MCMOIb30BAHKUE HEKUMNAYEHOM BOAbI,
HECTepUIM30BAHHbIX ByTbINOYeEK, a TAKXE HEMPABUIbHOE Pa3BeAeHUe CMeCH MOryT CTaTb NPUYMHOM 30601eBAHNA PebEHKA.

*CM. MexXayHapoAaHbIA KOAEKC MO MAPKETUHIY 3aMEHWUTENei rpyAHOro Mosoka, ofobpeHHbIn BcemupHoi accambneeit 3apasooxpaHeHns B pesontoumn WHA
34.22 B Mmae 1981 roaa.
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Pepakiiyis He HeceT OTBETCTBEHHOCTH 3a COflepXKaHMe
PeK/IaMHbIX MaTepyasIoB.

JTi060€ BOCIIPOM3Be/ieHe MAaTePIaIoB I UX
(bparMeHTOB BO3MOXKHO TO/IBKO C IIMCbMEHHOTO
paspereHns pefakimy KypHana. MHeHne pefaKiym
MOXXeT He COBIIaJaTh C MHEHIEM aBTOPOB.

ABTOPbI, IPYCHITAIONINE CTATHH /I Iy GIMKAIIIM,
JO/DKHBI OBITH 03HAKOM/IEHBI C MHCTPYKI{IMIL

1A ABTOPOB I Iy G/IMIHBIM ABTOPCKIIM [OTOBOPOM.
VIndopmanys pasmeneHa Ha caitte www.eftj.ru.
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CopepxaHue

Tema Homepa: 3a6051eBaHNA MOUYEBOI CUCTEMbI Y AieTEN

AxtyanpHOoe nHTepBbI0. [Ipodeccop B.B. [IJIMH:

«II1aBHBIT BEKTOP pasBUTUA HePPOIOTUM JETCKOTO BO3pacTa
OIIpeieNIAI0T TeHHO-MH)KeHePHbIe MeTO/bl Tepam
HAaCTIe[ICTBEHHBIX 60JIe3Hell TOYeK»

B.B. [I/IH, .M. OCMAHOB
IucMeTabonuyeckas HeppOIaTHA C OKCATATHO-Ka/IbI[eBOI KPUCTAILTy pueit

A.A. JIBIHJIVH, B.B. IJIVIH, B.B. MAJITHOBCKAA,

E.A. PYXXMIKAZ, T.I. IIAII T.C. TYCEBA, O.B. ITAPIIIMTHA
BupycaccounupoBaHHbIi [1oMepyI0HeGPUT

1 3¢ eKTNBHOCTD Tepany BudepoHoM y feTell ¢ IepBUYHBIM
TOPMOHOYYBCTBUTEIbHBIM He(PPOTUYECKUM CUH/IPOMOM

H.B.TYCEBA, B.B. I/IVH, C.JI. MOPO3O0B, K.B. BYAHOBA
KmmHndeckoe 3HaueHe BbIABIEHNS HUKTYPUI
It 060CHOBAHMA MTATOTeHETUYECKOI Tepanuu y getei ¢ cuuppomom TAMIIT

B.B. IJIMIH, H.B. T'YCEBA, C.JI. MOPO30B
[MnepakTUBHBIN MOYeBOIl Iy3bIPb Y HeTell.
IlepcrieKTUBbI 9HEPTOTPOIIHOI Tepalnn

O.JI. YYTYHOBA, M.B. LIYMIMXWMHA, C.B. IZYMOBA
CoBpeMeHHbIe TIpencTaBIeHyst 06 MHPEKII OPTaHOB
MOY€EBOJ CCTEMbI Y HOBOPOXKIEHHbIX U JIETEN PAHHEr0 BO3pacra

KnuHnyeckas a¢ppeKTnBHOCTb

C.B. XAJIMYJUIMHA, B.A. AHOXVH

S beKTUBHOCTD CUMIITOMATHYECKOI TEPAIINH IIPU OCTPOIL Auapee y getei

E.JI. BEJIOYCOBA, 1.B. IIIYJISIKOBA,[A.JO. EPMAKOB)

9P PexTrBHOCTD KOMOMHALNIT Ba/IBIIPOATA C JIEBETUPALIETAMOM,
TOIMPAMATOM WJIN JTAMOTPUKIHOM Y JIeTeN C Pe3UCTEHTHOI
(hoKaIbHOI SIMJIETICHENT — OTKPBITOE HAOJIIOaTe/IbHOE MCCIeOBaHNe

Jlekuunn gna Bpaven

I1.B. HOBMKOB
Bonesup Humanna — IInka Tumna C:
IVArHOCTUKA, IMHaAMMYeCcKoe HaboneHme 1 nedenne 601bHbIX B Poccun

Wz
N

)

%

18

26

32

38

48

56

64



Effective Pharmacotherapy. 2013.
Issue 42. Pediatrics. Issue 4

ISSN 2307-3586

Editor-in-chief
Yu.G. ALYAYEV, MD, DMSci, Prof, RAMSci Corr. Mem.

Executive editor
1.S. BAZIN, MD, DMSci

Editorial Board

[V.V. ALEKSEYEV], MD, DMSci, Prof.

V.B. BELOBORODOYV, MD, DMSci, Prof.
V.A. GORBUNOVA, MD, DMSci, Prof.
A.V. KARAULOV, MD, DMSci, Prof, RAMSci Corr. Mem.
L.M. KORSUNSKAYA, MD, DMSci, Prof.
I.LA. LOSKUTOV, MD, DMSci

O.N. MINUSHKIN, MD, DMSci, Prof.
A.M. MKRTUMYAN, MD, DMSci, Prof.
A.Yu. OVCHINNIKOV, MD, DMSci, Prof.
0O.D. OSTROUMOVA, MD, DMSci, Prof.
V.N. PRILEPSKAYA, MD, DMSci, Prof.
Ye.I. SHMELYOV, MD, DMSci, Prof

LN. ZAKHAROVA, MD, DMSci, Prof.

Scientific editor
IN. ZAKHAROVA, MD, DMSci, Prof.

Editorial Council
M.R. BOGOMILSKY,
N.A. GEPPE,

Ye.P. KARPOVA,
I.Ya. KON,

A.G. RUMYANTSEYV,
O.V. ZAYTSEVA

© Medforum Publishing House
1/3 Timiryazevskaya Street Moscow,
127422 Russian Federation

Phone: 7-495-2340734
www.webmed.ru

General manager
A. SINICHKIN

Advertising manager
V. LOPATKINA
medbiz@webmed.ru

Managing editor
O. PARPARA
o.parpara@webmed.ru

Contents

Issue subject: Urinary system diseases in children

Spotlight interview. Professor V.V. DLIN: 'Principal evolution trends
of pediatric nephrology are governed by genetically engineered therapies
for hereditary kidney diseases'

V.V. DLIN, .M. OSMANOV
Dysmetabolic nephropathy with calcium oxalate crystalluria

A.A.LYNDIN, V.V. DLIN, V.V. MALINOVSKAYA,

Ye.A. RUZHITSKAYA, T.G. SHAP, T.S. GUSEVA, O.V. PARSHINA
Virus-associated glomerulonephritis and efficacy of Viferon in children
with primary steroid-dependent nephrotic syndrome

N.B. GUSEVA, V.V. DLIN, S.L. MOROZOV, K.V. BUYANOVA
Detection of nycturia as a background for pathogenetical treatment
of overactive bladder in children

V.V. DLIN, N.B. GUSEVA, S.L. MOROZOV
Opveractive bladder in children: perspectives of energotropic therapy

O.L. CHUGUNOVA, M.V. SHUMIKHINA, S.V. DUMOVA
Current overview of the urinary system infection in newborns and infants

Clinical efficacy

S.V. KHALIULLINA, V.A. ANOKHIN
Symptomatic therapy efficacy in acute diarrhea in children

Ye.D. BELOUSOVA, L.V. SHULYAKOV,A.Yu. YERMAKOV]

Efficacy of valproate combinations with lamotrigine,

or topiramate, or levetiracetam in children with drug resistant focal epilesy.
An open-label observational study

Clinical lecture

P.V.NOVIKOV
Niemann-Pick type C disease: diagnosis, follow-up and therapy in Russia

18

26

32

38

48

56

64



III EXXEFOAHASI MEXAVCUUMJIMHAPHASI HAYYHO-MPAKTUYECKAS
KOH®EPEHLMSA C MEXXOAYHAPOAHbLIM YYACTUEM
«[JETCKVUI LEPEBPAJIbHbIA NAPANINY
N OPYIME HAPYLWWEHUA OBMXEHUA Y OETEN»

31 okTA6psa — 1 HosA6psa 2013 ropna

MockBa, NpocnekT Mupa, 150, m. BAHX, roctuHnua «KocMmoc»

OpraHm3saTopbl KOH(depeHUunn:

= [lemapTaMeHT 34paBoOOXpaHeHns ropoga MockBsbl

= Bcepoccuiickoe 06LecTBo HEBPOIOroB

Hay4Ho-npaKkTUYeCKnin LeHTp AETCKOM NMCUXOHEBPONorMn [lenaptaMeHTa 34paBooXpaHeHns r. MOCKBbI

MHCTUTYT MHHOBaUWOHHON peabunntaumm

= HaumoHanbHas accoumaums 3KCNepToB Mo npobaemaM AeTCKOro uepebpanbHOro napannya n ConpsixkeHHbIX 3aboneBaHni
= BnaroTtBoputenbHbIn doHA NoMoLlm AeTaM, 6onbHbiM LM, <A BMECTE»

B KOoH(epeHUnn NpuMyT yyacTme BeayLume creunanunctbl B 061acTv HEBPONOrnK, OPTONEANN, HEMPOXUPYPIUN,
HEeNMpodn3nM0N0OrnMm, HEOHATOOMMK, NeYebHOM DU3KYIbTYpPbI, MCUXONOTUK, NCUXNATPUN, AEDEKTONOTUN U APYIUX
cneumanbHocten. Ocoboe BHMMaHue 6yaeT yaeneHo TeMe paHHUX NpPeanKTopoB (GOPMMPOBaHUS AETCKOMN
HEBPOSIOrMYECKON MHBANMAHOCTU, peakuM 60/1e3HAM HEPBHOW CUCTEMbI Y AETEN, MapOKCM3MasibHbIM COCTOSIHUSIM
3NUNENTUYECKOrO N HESMWUIENTUYECKOrO reHesa y AeTel, NCMXOCOMaTUYECKOM NaToIormMmn 4ETCKOro Bo3pacTa

M NaTOSIOTMYECKUM COCTOSIHUSIM, COMYTCTBYOLUMM MOPa)KEHUIO HEPBHOW CUCTEMbI Y AETEN U MOAPOCTKOB.

C oTyeTHbIM AoKIaaoM 06 utorax pabotbl 3a 2012-2013 rog HK «HaumoHanbHas accoumaums 3KCNepToB Mo AETCKOMY
uepebpanbHOMYy Mapanuyy 1 cConpsi>keHHbIM 3abo1eBaHNAM>» BbICTYNUT F1aBHbIA AETCKUIA cneumanucT — Hesposor [13M,
avpekTop HIL getckor ncmxoHeBponaorum, npod. T.T. baTbiwesa.

B pamkax KoHdepeHunn nnaHMpyeTcs NpoBeAeHne Kpyrioro ctosia ¢ y4acTMeM OpraHM3aTopoB 34paBOOXPAHEHMS,
YyU€eHbIX, MPaKTUYECKMX Bpaven, npeacraButeneit obLecTtBeHHOCTY, poauTenen n caMmmx rnauueHToB.

Mo okoH4YaHMKM KOHdepeHUNn cocTtouTcsa 6puduHr ans CMU.

OCHOBHbIE€ TEMbl HAaY4YHOM NpPorpaMmMmbl KOHhepeHLnn:

= [lonck onTMManbHOM Mogenu peabunutaummn geten C ABUratesibHbIMU HapyLUEHUAMN

MeauunHCKME, MCUXONOrMYecKne 1 counabHble acrneKTbl B3aMMOAENCTBUS C ceMbel pebeHka C nopaXKeHueM
HEPBHOM CUCTEMBI

CoBpeMeHHble B3rnsaabl Ha NaTodr3noNornMio pacCcTPorCTB ABUXKEHMNS

CoBpeMeHHble MeToAbl ANArHOCTUKN NATONOrMN ABUMXKEHUS Y AeTeNn

ComMaTtnyeckme acnekTbl Kypauun pebeHka ¢ XpOHUMYECKOM NaToNorMem HepBHOM CUCTEMbI

OpToneaunyeckme npobnembl y HEBPONOrMYeCKnX 60bHbIX

Helpoxupypruyeckoe nevyeHne AeTein C HapyLweHUs MU ABUXKEHUS

Yponornyeckme acnekTbl Kypauum AeTen ¢ NnaTonormen HEpBHOW CUCTEMBI

MecTo HEMPOMpPOTEKTOPHOM Tepanuun y AeTel C HapyLUeHUs MU ABUXKEHUS

MNHHOBaLMOHHbIE METOAbI SIeYEHNS HapyLUEHUA ABMXKEHUS Yy AeTel

Mapokcr3ManbHble COCTOSAHUS SNUIENTUYECKOrO U HESMUNENTUYECKOrO reHe3a y AeTen 1 NoapOCTKOB

Penkne 60ne3HM HEPBHOW CUCTEMbI B MeamMaTpum

KOrHUTUBHbIE M HEMPOMNCUXONOrMYecKe HapyLeHus y ageTen ¢ 3aboneBaHnsiMM HEPBHOM CUCTEMBI
MNMcnxocomaTnyeckme HapyLleHus y AeTer C NaToI0rMen HEPBHOM CUCTEMbI M METOAbI UX KOppPeKLMn

Bonpochkl coumanmsaumm n obpasoBaHns AeTel C XpOHUYecKMMm 3abonesaHnamm LIHC f
Ponb 06LWeCcTBEHHbIX 1 POAMTENIbCKNX opraHusauuii B MOMOLLM AETAM U NoApOCTKaM C HEBPOJIOrMYECK/ MM aboneBaHusaMK
MeToabl fAOKa3aTeNnbHOM MeAULMHbI B OLeHKe 3P MEKTUBHOCTM JIeHEHUS AETEN C MaTON0OrMen HEPBHOM C CTEMbI
lNpaBoBble acnekTbl AeATENbHOCTU AETCKOro HeBpoJora

MpMBEPXXEHHOCTb K JIEYEHUIO B CeMbe pebeHKa C XPOHMYECKMMWN HEBPOIOrMYeCcKMMn 3aboneBaHmsaMm

B paMkax KoHdbepeHuMn byaeT npoBeaeHa MeAULMHCKas BbiCTaBKa. MnaHupyeTcs nsgaHne cbopHuka Te3UCoB.
Mpuem Te3ncos po 25 aerycta 2013 roga. Nocne yka3zaHHOr0 Cpoka Te3UChl MPUHUMATLCS He ByayT.

OprkoMuTeT ocTaBnsieT 3a cobon NMpaBo peAakTMpPOBaHUSA TE3NCOB M OTKasa B nybnunkauuu paboTbl. & :
Mo OKOHYaHWUM KoHepeHUMN COOPHKK Te3ncoB ByaAeT A0CTyneH Ha canTte HIIL, aeTckoi ncvuxoHesposioruu http://dpnb18.ru

OprkoMmuTeT KOH(pepeHUuuu: ) t

TenedoH 8 (495)430-80-77, e-mail: npconf2013@gmail.com y
Bcsa akTyanbHas nHdopMauus o NoarotToBke K KoHdepeHumn 6yaeT pasmelleHa Ha canTte http://dpnbl
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AKTyaZIbHO€ MIHTEPBbIO

[Tpodeccop B.B. JJIVNH:

«ITaBHBIN BEKTOP pa3BUTHUS HEPPOIOTUN
e TCKOTO BO3PacTa OMPENe/IsIIoT
TeHHO-VH>XeHepHbIe METOJIbI TEPATIVN
HAC/IENCTBEHHBIX O0/Ie3HEN ITOUYEK»

B pamxax XII Poccutickozo koHepecca
«VIHHOBAUUOHHDIE MEXHON02UU

8 neouampuu u 0emcKoi Xupypeuu»,
Komopulil npoiidem 6 KoHue
oxmsabps c.e., 6nepevie 6 Mockee
6ydem nposedera MexOyHapooHas
WKozna no 0emcKotl Hegponoeuu.
Bedyujue muposvle u omeuecrmseHHoie
aKcnepmul npedcmassm cospemeHHble
n00X000b! K OUAZHOCTUKe U Te4eHUI0
306071€6aHULI MO1EB0TI CUCTNEMDL

y demelti. B npedosepuu smoeo
coObIMUS AKMYanvHole 60NPOCH
Ce200HAUIHE20 U 3A6MPAULIHE20 OHS
Hegponoeu 0emckozo 803pacma

8 Hauleli cmpare mvl 06CyOUnU

¢ 3amecmumernem oupexmopa

no HayuHoii pabome Mockosckoeo
HUM neouampuu u demckoii
Xupypeuu, 3a8e0y1ousum omaoeneHuem
HACTIEOCMBEHHBIX U NPUOOPemeHHbIX
6onesneti nouex Mockosckoeo HUI
neouampuu u 0emcKoil Xupypauu,
npesudeHmom Accoyuauuu
neouampos-regponozoe Poccuu,

0. M. H., 3acnysceHHvim pavom PP,
npogeccopom Bnaoumupom
Buxmoposuuem [[J/IMTHOM.

__—-
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U Ny
Tema HoMepa: 3a60neBaHuA MOYEBOIA CUACTEMbI yue@‘\g’:

- OgHUMM M3 MPUOPUTETHBIX Ha-
npaBleHUIl BO3ITaBIAEMOTIO
Bamn oTaeneHnsA Ha NPOTAKEHUN
BCeX JIeT ero Cyl[eCTBOBAHMA SAB-
NAKTCA BONMPOCHI OPraHU3aLUU
HBeTCKOI HeppOMOrMIecKo CIyxK-
651 B cTpaHe. B yeM oco6eHHOCTD
COBPEMEHHOI CICTeMbl OKa3aHUA
HedponornYecKoit IOMOILM e TAM
M HACKOJIbKO OHA COOTBETCTBYeT
NOTPeOHOCTAM Ml VIeHTOB?

- Eme B 70-80-x rr. mpomoro
CTONETUA OCHOBHBIE IPUHINIIBI
OpraHM3al UM [eTCcKoil Heppoio-
TUYeCKOil CIyXObl 6b111 060CHO-
BaHBl COTPYAHUKAMN HAIIeTo Ha-
YYHOTO OTJ€e/a, KOTOPhIil 36 et
BO3T/IaBJIA/a 3aCTyXEHHBIN e-
Arenb Hayku Poccuiickoit ®enepa-
uun, npodeccop Maiis CepreeBHa
Wrnarosa. Ilog ee pykoBojCTBOM
B 1970 1. 6p171a paspaboTaHa Mo-
Ile/Ib opraHm3anuy Hedpomornyec-
KO TIOMOIIM feTAM B Poccuiickoin
Qepepanunu. 9Ta MOJeNnb, OTMe-
YyeHHas 30710ToN Memanbio BIIHX,
Obl/Ia BHeIpeHa BO MHOTUX pOC-
CUIICKMX pernoHax. B sTu >xe ropgsl
BIIepBbIe Obl/Ia IIpefiI0KeHa MOJIeNb
JTHEBHOTO He(pPOIOTNYECKOro CTa-
I[IOHapa 1 HOKa3aHa ee 9KOHOMIH-
yeckad 3¢ dexTuBHOCTD. B moce-
AYIOLIEeM 1 9Ta cucTeMa Oblia B3sTa
Ha BOoOopyXeHUe MMHUCTEePCTBOM
3[paBOOXPaHEHUA U MUPOKO TU-
paXXMpoBaHa IIPU Pa3NNIHON Ia-
TOJIOTMY He TO/IBbKO Y JeTell, HO I
y B3pOCIIBIX.

K coxxanenuio, B mocnefHue jecs-
TUIETVSI B Halllell CTpaHe Hab/oxa-
€TCs yCTONYMBas TeH/JeHIINA K pas-
PYILIEHNIO Hajla)KeHHOM CUCTEeMBI
HeppOoIOrnyecKo IOMOIIN JEeTsAM.
Bo MHOrmx permoHax yMeHbIlIaeT-
Cs1 KONMM4ecTBO He(POIOTMIeCKNX
Koek 0e3 3aMeHbl aJIbTepHaTVBHBI-
MU JHEBHBIMU CTAI[MOHAPAMMI, /INK-
BUAKPYIOTCA HeppOIornyeckme ca-
HAaTOpUM U CIelMaTu3UpPOBaHHbIE
HeTCKMe Cafbl IO 03[0POBICHUIO
JeTeli C IOYEYHOI TAaTOIOT e, ObITa
[a’ke yIpas3jgHeHa JODKHOCTD I7IaB-
HOTO IeTCKOro Hedposora CTpaHBL.
OTBeuarp 3a IETCKYI0 HePPOIOTUIO
BMEHM/IN B 005S3aHHOCTH TTIAaBHO-
My HedpoOJIOTy-TepaleBTy — IIOJ
BO3MIeICTBMEM OOLEeCTBEHHOCTH

Meauatpus. N° 4

AKTyaZIbHO€ MIHTEPBbIO

3Ta HO/DKHOCTD He TaK JaBHO Oblla
BOCCTAaHOBJIEHAa. MeXNy TeM MMeH-
HO IJIaBHBIN IeTCKUIT He(hpoIor MOT
ObI CYIIeCTBEHHO MOB/IMATD Ha CJIO-
KUBIIYIOCA BECbMa HENPOCTYIO
CUTYalMI0 C OKa3aHMeM BBICOKO-
KBa/nnGUIVpPOBaHHON 9TAIIHON IO-
MOIIM IETAM C ITaTOJIOTMEl OPTaHOB
MO4YeBOII cucTeMbl. TakuM o6pasom,
K OHUM U3 IIPUOPUTETOB B Opra-
HU3AaLUU COBPEMEHHON [ETCKOI
HePOIOrnIecKoit CIIy>KObI CrefyeT
OTHECTU BO3POX/JI€HNE NOKHOCTHU
ITaBHOTO JieTCKOoro Hedponora Poc-
cuiickoit ®enepanun.

- VnTerpanma ¢ MUPOBBIM CO-
0o01ecTBOM — 3TO y>Ke aKT, a He
0CO3HaHHaA Heo6xoguMocTh. Kak
B 3TOJi CBA3Y NPONICXOANT OPUEH-
TalyA OTe4eCTBEHHOro Hedpoio-
TMYecKOro coo01ecTBa Ha MEX/Y-
HapoJHbIe peKOMEeHaun?

- OrtevyecTBeHHOEe He(dPOIOTH-
JecKoe COoO00IecTBO IOCTOSHHO
HaXOZUTCA B Kypce HOBeNIIMX
MeXIYHapOJLHBIX peKOMeHJalui
II0 BCeM acleKTaM Hedponormu
U 3aMeCTUTEIbHON Tepanuiu, pery-
JSpHO TMyOMMKYeMBIX B JKypHaie
«Hedponorus u guanmus», usydaer,
00Cy>X[jaeT 1 BHefIpsAeT 3TU PeKo-
MeHJally B KJIMHUYECKYIO IpakK-
Tuxy. Tak, Hanpumep, Ha IpOTA-
JKEHIU pAfa JeT B Halleil CTpaHe
BBOJMJIOCH HNOHATHE «XPOHMYEC-
Kas 60/1e3Hb IOYeK». DTOMY Ipef-
IIeCTBOBaIa MacIITabHasA JUCKYC-
CHs B IeYaTy, OBIIN HPeIIOMKEHDI
OTeYeCTBEHHbIe KPUTEPUU ITOTO
3abomeBaHus, pa3paboTaHHbIE Be-
AywyuMu HedppoloraMy CTPaHBbL.
B nmocnenHme roybl akTUBHO 06CYX-
JaeTcs BOIPOC O BBEJIEHNN HOBOTO
TepMIHA — «OCTPOE IIOPa’keHe I0-
YEUHOI MAPEHXUMBbI>...
[TogyepkxHy, 9YTO poccuiicKoe He-
¢ponornyeckoe coobIECTBO
He TOJIbKO UZIeT B KMJIbBaTepe 3apy-
Oe>XHBIX MCCTIEOBAHNIT ¥ PEKOMEH-
manuii, Ho 1 6epeXXHO COXpaHseT
U pasBMBaeT OTeYeCTBEHHBIE IOJ-
XOJIBI K JIeYeHNI0 3a60/IeBaHMIT Op-
TaHOB MOYEBOJ CUCTEMBI, B OCHOBE
KOTOPBIX JIEXXUT PAaHHAA AMAarHOC-
TUKa U IPefyIpeXeHne Iporpec-
CMpoBaHUA 3a00TeBaHMIL.

Poccuiickoe Hehponoriyeckoe CoobLLECTBO
He TONbKO AT B KIWbBaTepe 3apy0OeXHbix

CCNeN0BAHNI 11 PEKOMEHZALINMN,

HO 11 DEPEXHO COXPAHSAET 11 Pa3BIBAET
OTEYECTBEHHbIE NOZX0/bI K NEYeHNI0

3300/1eBaHwiA OpraHoB MOYEBOIA

CUCTEMbI, B OCHOBE KOTOPbIX IEXMT
DaHHAA ANarHOCTAKa U NpeaynpexjeHve
MPOrpeccipoBaHis 3a60neBaHuii,

- B pasButum XpoHm4ecKoi mo-
4YEeYHOI HeJOCTaTOYHOCTH y AeTell
HEMaJO0Ba)XHYI POIb HIPANT
HacClIeICTBEHHbIe 3a00/eBaHIA
noyek. KakoB BKIaJg oTedyecT-
BEHHBIX NeguaTrpoB-HedpoIO-
TOB B pa3paboOTKy COBpeMEeHHBIX
MOAXOA0B K MX AUMATHOCTHUKE
¥ IEIeHUI0?

- BesycnoBHo, mpobrema XpoHU-
YECKOI ITOYEYHO HEOCTATOYHOCTI
ABNIAETCA ONHOM U3 31000HEBHBIX
IS TIeUATPUIeCKOil HeppOIOT L.
OpHako B IIaHe M3y4YeHUS MMEH-
HO HAC/IeCTBEHHBIX 3a00/IeBaHMIT
MMOYeK OTeYeCTBEHHbBIE UCCIeN0Ba-
HUS 3aMETHO OTCTAIOT OT 3apyOex-
HBIX. ITO CBA3aHO C OTCYTCTBMEM
BBICOKOTEXHOJIOTMYHOTO 060pyHo-
BaHM, HeIOCTaTOYHOCTDIO QyHHa-
MEHTAa/lIbHBIX MCCIeNOBaHMIL. TeM
He MeHee OTe4eCTBeHHbIe TPV
B 9TOI 06acTy rrybokue. B Hamtem
OTfie/ie HaC/Ie[CTBEHHbII HeQpuUT
U3y4ajcsa Ha NPOTIKEHUU Hecs-
TUJIETUI, OBIIM OTKPBITHI HOBBIE,
Hey3BecTHble paHee MyTanuu. Ha-
IEICh, 9YTO B caMoe OnmKalilee
BpeMs, B CBA3M C BHEAPEHNEM y HaC
B MHCTUTYTE COBPEMEHHBIX I'€HEeTH-
YeCKMUX TEXHOJIOTUI, MBI CMOXKEM
BBIJITY Ha HOBBbIE PyOeXu B U3yde-
HU HAC/IEICTBEHHO IaTOIOI A,

- Y4acTBYIOT 1M COTPYSHMKM Ba-
1Iero OTHeNeHNA B KIMHMYEeCKNX
MUCCIeTOBAHMAX 10 M3YYeHUIO
3¢ PeKTUBHOCTY HOBBIX TeKaPCT-
BEHHBIX IPeIapaToB AL TeYeHN T
3a00/IeBaHUIT IOYEK y AeTeii?
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AKTyaZIbHO€ MIHTEPBbIO

- V3y4yarp 9 deKTUBHOCTD HOBBIX
JIEKaPCTBEHHBIX IIPENapaToB Npu
pas3nMYHbIX 3a60/T€BaHMSIX MOYEK,
pa3paboTaHHBIX KaK OTeYeCTBEH-
HBIMH, TaK U 3apyOe)KHBIMU Y4IeHBI-
M, — 3a/ja4a KIMHIYEeCKOro OT/ea.
E>XerofgHO Mbl y4acTByeM B IBYX-
TpeX MeXAYHApOAHBIX KIMHUYIEC-
KMX MCCIIEOBAHMSIX 110 U3YYEHNIO
3} PeKTUBHOCTH TOTO MIYU MHOTO
JIEKapCTBEHHOTO CpeficTBa. B Teky-
I[eM TOAY, HAIpUMep, MbI UCCIIENy-
€M PEeHONIPOTEKTUBHYIO aKTBHOCTb
6/10KaTOPOB PeLelITOPOB AHTMOTEH-
suHa II n 3¢ PexTNBHOCTD HOBOTO
Ipemnapara Ajs 1edeHns ieTell ¢ Iu-
[EepPaKTUBHBIM MOYEBBIM ITY3BIPEM.
MBsI TakXe aKTUBHO MUCCIEAYEM
3¢ PeKTUBHOCTD HOBENUIUX JIe-
KapCTBEHHBIX [IPEIapaToB y AeTell
C IIOMepynIoHe(pPUTOM, IIPex/e
BCEro C HeQPOTUYIECKUM CUHAPO-
MOM, ¥ 9TU JaHHbIE UAYT B OOIIYIO
KOIWIKY MVYPOBBIX 3HAHMWIL.

- Kakne ocobGeHHOCTU TeYeHUs
Heppomaruit Ber Mmornu 6s1 BbI-
BEeINTh B CBA3M C COBPEMEHHBI-
Mu papmMakoTepanmeBTUYeCKUMU
BO3MOXKHOCTAMM?

- 3abomeBaHusI OPraHOB MOYEBOI1
CUICTEMBl MMEIOT PAa3HBINl TeHe3 —
9TO U BPOXKE€HHBIE, I HAC/Ie[ICTBEH-
HbIe, B TOM 4JC/Ie XPOMOCOMHBIE,
3ab0/eBaHMs, 9TO U IPUOOpeTeH-
Hble 6onesun. O6meit 4epToit psga
3TMX 3ab0eBaHuI sIBIsIeTCS HeHo-
TUINYECKOe CXONICTBO KJIMHUKO-TIa-
60paTOpHBIX HPOsIBIeHMIT. B aT0i
CBSI3M Ba)KHO B CIy4ae HasHAUCHMU s
aKTUBHOIL, IPEXJe BCEro NMMY-
HOCYIIPECCUBHOI, Tepaluyu Tija-
TeNIbHO 00CIenoBaTh pebeHKa s
Beprdukanuy guartosa. Bosbmem,
K IpUMepY, TaKye Hac/le[CTBEHHbIE
MTaTONOT UM, KaK cuHgpoMbl Ppaii-
3epa un Jlenuca — [Ipama. B 6omrb-
IIMHCTBE CIy4aeB JeTsAM C 9TUMMU
3a00eBaHUAMY OMMNOOIHO CTa-
BUJICS {MaTHO3 «[IOMepyIoHepuT,
CTepOUJpe3UCTEeHTHBINT Hedpo-
TUYECKUI CUHAPOM», UM YIIOPHO
IIPOBOAMIACH CTEPOUTHASL Y UMMY-
HOCYIIpecCUBHasl Tepanus. A Belb
[ake HOBEIIIINMe TIpemapaTsl s
JledeHNs ePBIYHOTO HepoTIIec-
KOT'O CMHAPOMA, TaKye KaK I[UKJIO-

[Tow HedponaTuax, 0C0OEHHO 00YCIOBNEHHbIX
reHeTUeCKUMU 1 TepaToreHHbIMIA GakTopamu, HaJex aa
BO3M1araeTcA UMeHHO Ha PEHONPOTEKTUBHbIE CPECTBA.

B HacToALLee BpemsA Mbl OrpaHiYeHbl B Npenapatax,
00nafatoLLMX PEHONPOTEKTUBHBIM CBOMCTBOM, U Pa3paboTka
PA3NMYHbIX FPYNN 3TIAX NPENapaToB, HECOMHEHHO, NpuBeeT
K CHUMKEHII0 CKOPOCTY MPOrpeccupoBaHus HedponaTyii,

CIIOPMH A U TaKpOIUMYC, MOTYT
BBI3BIBATH CYyILIeCTBEHHbIE HEXeJla-
TeJIbHbIE SIB/IEHIS, BIUIOTH [0 pas-
BUTHUS TyOY/IOMHTEPCTUIIMATBHOTO
¢ubposa. B pesynbrare JIOKHBII
AMarHo3 M, COOTBETCTBEHHO, He-
[IPAaBU/IBHO Ha3HAYEHHOE JIeYeHe
[IPUBOAAT K PAHHEMY Pa3BUTUIO
y pe6eHKa IOYeYHOI HeZOCTATOY-
HOCTHU ¥ HeOOXOAMMOCTI IIpOBeie-
HIISI 3aMeCTUTE/IbHOI TepaIL.

- KakoBbI nepcrieKTHBBI pa3BUTHS
HePOIOTUM JETCKOr0 Bo3pacTa?
Kakne HoBbIe papMaKoTepaneBTH-
yecKie MOIXO/ bl HIOMOT'YT He TONb-
KO peaqbHO BIMATH HA yXKe pas-
BUBINYIOCS GONEe3HD IOYEK, HO I
NpeRynpexnarb HepomaTuio?

- Hakannusarommecs rop ot roga
CBeJIeHUsI O MOJIEKY/ISIPHBIX MeXa-
HI3MaX BOSHUKHOBEHNsI I IIPOTrpec-
CUPOBAHMsI MHOIUX 3a60eBaHUIL
IOYeK MpPeAIIoNaraloT pa3paboTKy
HOBBIX IOAXOJOB K UX JI€YCHUIO.
Y>ke HOABUINCh T€HHO-UHXXEHep-
HbIe METO[bl TepPAIlny, MPUMEHsI-
eMble IIPY Psifie HAC/Ie[CTBEHHBIX
6oresHell, B 4aCTHOCTM IIpu Hoses-
Hy ®abpu. [ymaro, 4TO OCHOBHOII
BEKTOP Pa3BUTHS HePPOTOIUN feT-
CKOTO BO3pacTa OIpefie/IA0T IeH-
HO-VH)XeHEePHbIe METOMbl TePAIIVN
HAC/Ie[[CTBEHHBIX 0O/e3Heil TTovex.
[Tpu HepomaTnsix, ocobeHHO 06ycC-
JIOBJIEHHBIX T€HETUIECKIIMU U Tepa-
TOreHHBIMM (aKTOpaMu, HafeX/a
BO3/IaraeTcsi MMEHHO Ha PEHOIPO-
TeKTUBHBIE CPEICTBA. B HacTosAIee
BpeMs1 MbI OTPaHMYEHBI B IIperapa-
TaX, 00/IaJaONIX PEHONPOTEKTUB-
HBIM CBOJICTBOM, I pa3paboTka pas-
JIVYHBIX TPYII 9TUX IIPENApaTOB,

HECOMHEHHO, IpPUBeJeT K CHIKe-
HUIO CKOPOCTI NPOTPECCUPOBAHMUS
HedponaTuii.

- BmepBnie B MockBe B paMm-
kax XII Poccuiickoro KoHrpecca
«/IHHOBaLIMOHHbIE TE€XHOTOTMN
B NMegMaTpuM M JEeTCKON XMpyp-
TUM» COCTOUTCA MeXyHapoaHas
IIKO/Ia MO AeTCKolil Hedponorun
npu nopgjep>xke MexpyHapogHoii
acconuanuy neguarpos-Hedpo-
noros (IPNA) u EBponeiickoro 06-
IIeCTBa MefNaTpOB-HedPOIOroB
(ESPN). Kakne Tembl OyAyT TaM
3aTPOHYTBI?

- ITporpamma MexgyHapogHOI
IIKOJIBI B I1€JIOM OY€Hb HTEPEeCHO
coCTaBjJIeHa ¥ IO3BOJANUT BpadyaM
He TOJIbKO CYCTeMaTU3MPOBaTh 3Ha-
Hus B 067acTy MHGEKIMU MOYEBOI
CHUCTEMBI, IJIOMepY/IOHeppUTa, HO U
MONIY4YUTh CBEJEeHNA O HOBBIX Ha-
CNIeICTBEHHBIX 3a00/eBaHUAX, KO-
TOpbI€ IJIOXO NPe/ICTaB/IEHbl B OTe-
YECTBEHHOJ nuTeparype. bonbuoii
paszgen mocBsiijeH npobremMaM 3a-
MECTUTEIbHOI Tepannn. 3anaaHu-
pOBaHO 00OCY>KJI€HMEe BOIIPOCOB, Ka-
CaIOMINXCA XPOHMYECKOI 60IesHN
II0Y€eK, B 3TON CBA3U A NPEJICTABIIIO
TOKJIaJl, IOCBALEHHBIN KPUTEPUAM
JaHHOrO 3ab0neBanus. bymeT Takxe
3aTpOHyTa NMpobieMa OCTPOro Io-
pa’keHMsA IOYEYHON HMapeHXMMBI.
B paMkax IIKO/BI 3al/TAHUPOBAHO
IpoBeleHNe THTePaKTUBHOIO OII-
poca y4acTHMKOB IO aKTya/lbHBIM
U CIIOPHBIM IpobneMaM HejuaT-
pudeckoit Heppomorum, pasbop
CIIOKHBIX KIMHUYECKMUX CIIydaes.
B o61em, 6ymeT MHTEpECHO 1 OYeHb
IIO3HABATEe/IbHO.
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MexayHapoaHbI KOHrpecc

[NuraHme n 3poposbe
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FTOCTUHMLA "P3ANCCOH CNABSHCKAS" (MOCKBA, MJIOLLAZb EBPOMbI, 2)

HaumonanbHas Accoumaums
Avetonoros u Hytpuuuonoros

CoopraHM3aTopbl KOHrpecca

* HauunoHanbHoe o6LectBo guetonoros (Poccus)

¢ HaumoHanbHasi accoumaumsi AMETONONOB U HY TPULIMONOroB
(Poccus)

* Poccuinckasa akagemus eCTeCTBEeHHbIX HayK

¢ HaumoHanbHoe Hay4Hoe 06LLecTBO UHpeKumnoHncTos (Poccus)

* O6LLEeCTBO AETCKUX racTpoaHTeposoros (Poccus)

» depepauyus negmnatpos ctpaH CHIC

e Poccuiickasn accoumaums cneumanmcToB nepvHaTanbHom
MeauLnHbBI

e Accoumaums NnegmaTpoB U AETCKUX XMPYProB
(Pecny6nuka KbiprbiactaH)

e Accoumauua negnaTpoB 1 HeoHaTtonoros Pecny6nvku Mongosa

e Accoumaumsa negmaTpoB TagXmknctaHa

e Accoumauua negnaTtpoB Y3bekmnctaHa

e Accoumauusa negmaTpoB YKpauHbl

* Hay4Hoe 06LecTBO aKyLLepOB-rTMHEKOSIOrOB 1 HEOHATOSIOroB
Pecny6nukn Benapycb

e Coto3 negmnatpoB KasaxctaHa

e [MobanbHas MHULMaTrBa No KOHCEHCYCY B neguaTpun
1 getckomy 3popoBbio (Consensus in Pediatrics)

¢ EBponelickas accoumaumnsi No N3yHeHUIO OXUPEHNS
(European Association for Study of Obesity)

e EBponenckas rpynna no ndy4eHuto OXMpeHus y getemn
(European Childhood Obesity Group)

¢ Poccuiickas rpynna no U3y4eHuto OXXMpeHus

* MegnuuHckas knuHuka «MutaHve n 3popoBbe» (Poccus)

* MegnuuHckoe MapkeTuHroBoe AreHTcTBo (Poccust)

* MeguuuHckoe areHTcTBo «Megdopym» (Poccus)

NMpeaceparensb OpraHU3aLMOHHOrNo KOMUTeTa
KOHrpecca

b.C. KaraHoB — 3aBepytoLmii kadenpori auetonorum Poccuinckorn
MeaVLIMHCKON akagemMun nocneguniioMHoro o6pasoBaHuns, UCMos-
HUTEnNbHbLIA anpekTop HaunoHanbHOM accouuaumm QUETOSNoros wn
HyTpuumonoros, npe3vaeHT Pepepauun nepguatpos ctpaH CHI,
yneH-koppecnoHaeHT PAMH

Mpencenarens opraHM3aUMOHHOro KoMuTeTa
MeXAyHapoaHOM KOH(hepeHLMM AeTCKMX AMEeTOosNIoroB
M racTpO3HTEpPOosioros

A.U. XaBknH — pykoBoAuTENb OTAENEHUS racTPO3HTEpPOsiornm
Mockosckoro HUW negmnatpym n [OETCKOW Xupypruu, conpepj-
cepatenb O6LecTBa AeTCKMX raCTPO3HTEPOSIOroB, Nnpodeccop

HayuHaa nporpamma
* OnNTUMM3auusa NUTaHUs 30OPOBOro YenoBeka
e Bonpockl fie4ebHOoro NUTaHUs B KIMHWYECKOW NpakTuke
* AnMMeHTapHoO-3aBMcuMas naTonorus B TEOpUN N NpakTuke
 [NoBblLLEeHVEe o6pa3oBaTesIbHOrO YPOBHS Bpa4en
M MeOULIMHCKOro nepcoHana B o6nacTtu gueTonornu

HdononHurenbHaa uHgopmMmaumna

CachpoHoBa AHHa HukonaeBHa (y4yacTue crneumanucToB B HayYHOW Nporpamme KoHrpecca): Ten./dakc: +7 (495) 660-6004, e-mail: congress @ nadn.ru

ealth
utrition

N ®UTHEC-OBOPYLLOBAHUS

¢ Mpo6eMHble BOMPOCHI AETCKOW ANETONOrMN U HY TPULIMONOrn

* 300pOBOE NUTaHMEe U MHHOBALMOHHbIE TEXHOMOMMW B MULLIEBOM
MHAYyCTPUN

* DyHKUMOHASIbHbIE MULLIEBbLIE MPOAYKTbI
1 300pOBOE NUTaHue

* Bronornyeckn akTMBHbIE MULLEBbIE JO6ABKU B KITMHUYECKOMN
npakTuke

3asBKM Ha AoKNnagabl NPUHUMalOTCS
no 10 okTa6psa 2013 roga
E-mail: congress@nadn.ru

Te3ucobl

Tesuncbl gomkHbl 6bITb BbicnaHbl He no3pHee 10 HOs6psa 2013 r.
Yyepesd calT www.congress-pitanie.ru (npasuna odopmneHuns
pa3MeLLeHbl Ha canTe).

Te3ucbl Nny6nukytoTca 6ecnnartHo.

N3 Tesucos, NnofaHHbIX B OPrkoMuTeT
Ao 10 oKTA6ps, HayYHbIM KOMUTETOM
6yAyT Bbi6paHbl MaTepuanbl AN BKIAOYEHUA
B Hay4Hylo nporpammy B hopme foKnapa

BbicTaBka

BbictaBka Health&Nutrition — 370 nepBbIi B Poccuun npoekT, KoTo-

pbli  cobupaeT BMecTe npou3BoauTenen npoaykuum Aans

KayeCTBEHHOro nuUTaHus, 300POBbA U KPacoTbl, LUMPOKUA Kpyr

MEAULMHCKUX CNeumanucTtoB U KOHEYHbIX noTpebutenen.

TemaTudeckme pasgenbl BbICTABKM OXBaTbIBAKOT MOSHbIA CNEKTp

NPOAYKTOB, TOBapOB W YCNyr A akTMBHOW, 3[0POBON XU3HWU,

KoTopble 6yayT npeActaBfieHbl 3apy6exXHbIMU U POCCUNCKUMU

KOMMNaHUSAMN-y4aCTHUKaMM:

* AnarHocTuyeckas n dusnorepanesTuyeckas MeguumHckas
TexHuKa

® flekapCTBEHHble cpeacTaa 1 6MONorMyeckn akTUBHbIe JO6aBKN

* fle4ebHOe, cneumnanma3npoBaHHoOe U gueTuyeckoe nuTaHue

* leTcKoe nuTaHue

* 3,0pOBas KyXHs

* ouTHEC

BXO[l1 HA KOHIPECC U BbICTABKY — CBOBOHbIN!

PermcrpaumoHHbIA B3HOC AJIA CNEeuManucTos
Y4acTHUKN KOHrpecca, OnnaTtuBLUME PErMCTPALMOHHBIA B3HOC,
MMEIOT NpaBo Ha Mosly4eHne MMEHHOro 63raXa y4acTHUKa N KOM-
nnekTa oduumanbHbIX MaTepmanos KoHrpecca (nporpamma, c6op-
HUK TE3MCOB, KaTasnor BbICTaBKW, MeOuLUMHCKas W nomnynspHas
nutepartypa v gp.).

BoamoxHa onnata C MNOMOLLbI0 OGaHKOBCKUMX KapT Ha cante
KOHrpecca www.congress-pitanie.ru

B nepuop npoBeaeHnsi KOHrpecca BO3MOXHA onsiata 3a HannyHbIn
pacyer.

MakapoBa TaTbsiHa BnagummupoBHa (y4acTme KoMMep4YecKux KOMnaHui B BbICTaBKe M Hay4YHOW NporpaMmMe KOHrpecca):

Ten.: +7 (495) 517-7055, Ten./dakc: +7 (495) 660-6004, e-mail: mtv@nadn.ru

KapnuHckas EneHa AnekcaHapoBHa (onnaTta permcTpauvoHHoro B3Hoca): Ten./cakc: +7 (495) 660-6004, e-mail: dietology @ mm-agency.ru
ConoBbeBa TaTbsiHa BUkTOopoBHa (pa3meLleHne B rocTuHuLe): Ten./dakc: +7 (495) 660-6004, e-mail: med @ mm-agency.ru

www.congress-pitanie.ru

CNEUMANTUZUPOBAHHAS BbICTABKA
NPOU3BOAUTENEN NPOLAYKTOB MUTAHMS
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QDI'BY «Mockosckuti
HUV neouampuu

u OemcKoti Xupypeuu»
Munsopasa Poccuu,
Mockea

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

[ucMmeTabonmueckas
HedponaTus
C OKCaJIaTHO-Ka/IblIieBOU
KpUCTaJIIypUen

B.B. [Inun, M1.M. OcmaHOB

Anpec st nepericku: Bragumup Bukroposnd JinH, vvdlin@mail.ru

B cmamve npusedervl cospemertvle npedcmasieHus 0 namozeHese,
Memooax OUazHOCMUKY, e4eHUst U NPoPUAAKMUKU OUCMeMAaboIu1ecKo
Heponamuu ¢ 0KcanamHo-Kanvyuesoli Kpucmannypuei. Yxkasarol
nleuebHo-npopunakmureckue cpedcrnea, UCNonv3yemvle Ha Pa3HbIxX
cmaousix oucmemabonu4eckoli Hepponamuu ¢ OKCanamHo-KanLyueso
Kpucmanuypueil.

Kniouegvie cnosa: oemu, ducmemabonuueckas Hegponamus, 0KCanamHo-
KAnvyuesas KpUCmassypus, 1eKapcrmeeHHole npenapamol, pumomepanus

OBBIILIEHE OMOCUHTE3a OK-
HcanaTOB BCET/[a COTPOBOX-

TaeTcs IIOpakKeHNeM MOYEK,
Hedpomarusamu ¢ okcanypueii. Bee
CIyday Takux He(poOIaTuil MOXKXHO
Pas[enuTh Ha YeThIpe YETKO Pasyu-
YJaoLecs 10 STUOJIOTUY U IaTore-

Hesy rpymns [1].

Knaccndpukauma okcanatHbix
Hedponaruii

K mepBoif rpymnme oTHOCATCA Iep-
BUYHBIE TUIIEPOKCATTYPUI — OTHO-
CHUTE/IbHO pefiKiie MOHOTeHHOHACTIe-
fiyeMble ayTOCOMHO-peljeCCUBHBIE
3a0oeBaHusA, 00YCIOBIEHHbIE OT-
cyTcTBueM (epMeHTOB oOMeHa
[JIOKCUJIOBOJ KVICTIOTBI, YTO BBI3BI-

BaeT pe3Koe yCuIeHUe BHEIIOYEYHO-
ro OMOCKHTe3a OKCA/IaTOB.

Bo BTOpyl, 3HaunmrenbHo Goiee
MHOTOYMC/IEHHYIO TPYIIIY BXOIAT
BTOPUYHbIE TUIIEPOKCATYPUN, LS
KOTOPBIX XapaKTEPHO yMepeHHOe
MTOBBIIIIEHME OMOCHHTE3A U 9KCKpe-
L[V OKCA/IaTOB, OKCAJIATHO- VI/V/IN
¢dbocdaTHO-KaIbIMEBAsA KPUCTATI-
ypUS U CHUDKEHUe CTabuIn3Npyro-
mux cBorictB Moun. Ciofja He BKIIIO-
4aeTCsl TPAH3UTOPHOE MOBBINIECHIE
9KCKPELVY OKCAIaTOB, BOSHUKAIO-
1jee py N30BITOYHOM [TOCTYIIEHNN
OKCaJIaTOB C NULUEN WM [IPU TUIIO-
ButaMnHosax (A, By, Bs), — Bce oHun
JIETKO YCTPAHSIOTCS TIOCTIE KOPPeK-
WU TUEThl, UCKITIOYEHUS TIPUINH

TUIIOBUTAMVHO30B I Ha3HAYEHUsI CO-
OTBETCTBYIOIUX BUTAMIHOB B KOM-
IUIeKCe JIedeOHBIX MepONPUATHUIL.
TpeTbs rpymnma — 3To pa3BMBaloLIa-
ACA OKCanmypus M/UIM OKCanaTHO-
kanpiuesaa Kkpucramnypus (OKK)
y IeTelt ¢ CaMOCTOATEIbHBIM 3a60-
JleBaHIEM OPraHOB MOYEBOI CUCTe-
MBI (r10Mepy/ToHepPUT, MHTEPCTH-
[MaJbHBIT HeDPUT, HueTOHeDPUT
U #p.), oOycnoBleHHas BTOPUY-
HBIM MeMOpaHOIATONOTMYECKUM
HpPOIIECCOM B MOYKAX, BBI3BAHHBIM
OCHOBHBIM 3a00IeBaHUEM MOYEK.
BropuuHbii MeMOpaHOIATOIOT -
YeCKUIT IIPOoIlecC MOXeT ObITh 06yC-
JIOBJIEH OKMCTUTETIBHBIM CTPECCOM,
aKTMBalMell MOHOAMUHOOKCUA3,
HapylleHMeM MeCTHO} aHTHUOK-
CUJQHTHOM 3aIUThl, aKTUBaI[MeN
¢docdonumnas, 4TO IPUBOJUT K yC-
KOpPEeHHOMY 0OMeHY MeMOpaHHBIX
dbochonunumos 1 pasBUTHIO HeCTa-
OUIBHOCTH LUTOMEMOpaH.
YeTBepTyIO IPYIITY COCTAB/IAIOT He-
¢dponaruu, 06yc/I0B/IeHHbIE BTOPUY-
HBIM MeMOpaHONATONOTNYECKUM
HPOL[ECCOM, Pa3BUBAIOLINMCH II0J,
BO3JeiiCTBMEM HeOIarompUsATHBIX
akonorndeckux ¢axropos. Kanu-
HIYeCKN) Takye HedpomaTum mpo-
apnaoTca okcanypuent u/mnmn OKK

JddeKTUBHaA dapmakoTepanus. 42/2013



C TIOABJIEHJIEM MOYEBOTO CHHJpOMa
B BUJe NepCUCTUPYIOIeil remMar-
yPUU /MY TPOTENHYPUIL.

lNepBunuHaa runepokcanypua (okcanos)
9TO HaclIeACTBeHHOE 3a00/IeBaHMe
BKJIIOYAeT TPU PeSKUX BUJA TeHETH-
4eCKU 06yCTIOBIIEHHBIX HapYIIeHMIT
MeTabomM3Ma IIMOKCUIOBON KIC-
JIOTBI, KOTOpPbIe XapaKTepU3YIOTC
IIOBBIIIEHHOM 9KCKpeIell OKcana-
TOB, peLUAVBUPYIOIIUM OKCAIaTHO-
KaJIbL[MeBbIM yPOIUTHUA30M W/UIK
He(pOKAJIBIMHO30M ¥ HpOTpec-
CUPYIOIIUM CHIDKEHUEM CKOPOCTU
kiny6oukoBoil punprpanuu (CKOD)
C pasBUTMEM XPOHMYECKOI IoYey-
Holt HegocTatounoctu (XITH) [2].
IleppudyHada rumepoxcanypus
l-ro Tuma (80% cmy4aes, OMIM
(Online Mendelian Inheritance
in Man - oHmaliH-KaTaJoOT TeHe-
TUYECKUX MapKepoB Y dYeloBeKa)
# 259900, 2q36-q37) obycmoBieHa
MyTalUAMA B TeHe aJlaHVMH-IIMOK-
cunarammnHorpancdepassl (AGTX),
KOJIMPYIOIeM TTepOKCUCOMHBII ep-
MeHT AGT, nmokanusyomuiics B me-
venn [3-5]. CHIDKeHME aKTUBHOCTI
¢depmenra AGT, xarannsupyromnero
IpeBpalleHue IJIMOKCUIaTa B IVIU-
IMH, IPUBOAUT K IIOBBIIIEHHOMY
006pa3oBaHNIO U3 TIMOKCUIATA OK-
casatoB. 3a60/1eBaeMOCTb IepPBUY-
HOJI TuIepokcanypuen l-ro tuma
B EBporne cocrasnser 1:120 000 Ho-
BOPOXX[IeHHBIX B Trof [6], a pac-
HPOCTPAHEHHOCTh KonebmeTcs
ot 1,05 go 2,9 cnyyaes Ha 1 MIH Ha-
cenenus [6-8].

[TeppuyHasg TUIEPOKCANYypus
2-ro tumna (10% cnyaes, OMIM
# 260000) obycrmoBreHa MyTalu-
AMIU B TeHe IIMOKCU/IATpemyKTa-
3BI/TULPOKCUIIMPYBATPEYKTa3bI
(GRHPR) - uurosonpHoro ¢ep-
MEHTa, KaTaJIM3UPYIOILEro Ipespa-
ImleHJe TIMOKCUIATa B IJIMKOJIAT
U ruipokcunupysara B D-raune-
par B nedenu [9-11], 4To IpUBOAKUT
K IIOBBIIIEHHOMY 00pa3oBaHUIO OK-
canaroB u L-rmunepara.
IleppuyHasa Tumepokcanypus
3-ro tuma (10% cmydae, OMIM
# 613616) obycrmoBneHa MyTanus-
mu B rene DHDPSL, xogupytomem
6e/10K, KOTOPBII1 TPENUMYIL[eCTBEHHO
9KCIPeCcCUpyeTcs B IeYeH! I 110Y-
KaX U IO CBOEIl CTPYKTYpe CXOfieH
C MUTOXOHJIpUAIbHBIM (pepMeHTOM

Meauatpus. N° 4

Tema Homepa: 3a007eBaHIA MOUEBOIT CUCTEMbI Y fiE

OUTULPOAUINKOAUHATCUHTA30M
nnn 4-TURPOKCU-2-O0KCOTyTapaT-
anbponasoil. Merabonuyeckue pe-
aKI MM IPpU STOM TUIIE TIOKA HEU3-
BeCTHBHI [5, 12].

BTopuuHas runepokcanypus
[Ipobrmema cmopafguvecKux HUC-
MeTabonM4IecKnX HeppomaTuit sB-
JIsieTCsI BeCbMa aKTYa/lbHOI B IIe-
BVaTpum UM HepoNIOTUM HETCKOTO
BO3pacTa. ITO 0OYCIOB/IEHO BBICO-
KOJI 4aCTOTO 3a00/IeBaHNs B IIOITY-
JISLNM, @ TAK)KE BO3MOXKHOCTBIO €r0
[IPOrpecCupoBaHMsA BIUIOTH 10 Pas-
BUTUSI MOYeKaMeHHON 6oje3Hn
/W MHTEePCTUIMATBHOTO Hedpu-
ta. P dexTuBHOE pereHe Mpobie-
MBI BTOPUYHOI TUIEPOKCANypUU
BO3MOXXHO HpM OObefUHEHUN HO-
CTVDKEHMIT B 00/1aCTV HOPMaJIbHOIA
U TAaTONOTMYecKoil (Gusmonaorun,
K/IMHIYECKOl Me[[UI[MHBI, TIaTONO-
IMYeCKON aHATOMUMU, OUOXUMUMN,
dbapmMaxkomoOrny, MMMYHONOLUL
u Heppornornu. Vcnonb3oBaHue Ta-
KOTO KOMII/IeKCa 3HaHMII COBPEMEH-
HOJl MeJUIIVHBI OIIPefieNIseTCs He-
06XOAVIMOCTDIO M3y UeHNU ST CIOXKHBIX
IpoleccoB, 0OYCTOBAMBAIINX
pOJIb [OYEK B IIOAfEPXKAHNN BMeC-
Te C SHTEPOLUTAMU KUIIEYHUKA
U [PYTUMM CHUCTEMaMM ITOCTOSHCT-
Ba BHYTPEHHEN Cpefjbl OPraHM3Ma,
a TaK>XKe MX 3HAYEHVS B PETy/IIm
KpoBOoOOpalieHus 1 KpoBeTBOpe-
HILA, YITIEBOJHOTO ¥ IMIIMHOTO 06-
meHoB. IIpu 3ToM obecnednBaeTcs
ayTOperymisinus pexxmma paboTsl
KaK CaMIX II04YeK, TaK ¥ OpTraHy3Ma
B LIeJIOM.

TepmuHonorus

ITox pucmertabonmueckumn Hed-
poIaTuAMY IOHUMAIT GOJBIIYIO
rpynny Hedpomarmit ¢ pasnamdy-
HOJ 3TUOJIOTMEN U ITaTOTeHe30M,
HO 00'be[[MHEHHBIX TEM, UTO UX Pas-
BUTIE CBSI3aHO C HAPYLICHNIMHI 06-
meHa. [TaTonorns o6MeHa IpUBOUT
K ¥I3MeHeHMAM (PyHKIMOHANTBHOTO
COCTOSIHMA TOYeK MU K CTPYKTYP-
HBIM C/IBUTaM Ha YPOBHE pa3iny-
HBIX 9/IeMEHTOB HepoHa.

Iucmerabonuyeckye HeppomaTuu
B IIMPOKOM 3HaYEeHUN OObeUHSIIOT
3a00/1€BaHA, CBSI3AHHBIE C TAXKEIbI-
MM HapyLIEeHMAMU BOJHO-COJIEBOTO
oOMeHa, KOTOpbIe Pa3BUBAIOTCS [IPU
XKeNyJOYHO-KMIIeYHbIX 3ab0eBa-

HUSX C TOKCUYECKNM CUHIPOMOM
Y HapyILIEeHUsIMN TeMOJUHAMUKI.
K HUM MOTyT 6BITH OTHECEHBI IIO-
pakeHMs MOYeK, IpOTeKawuine
Ha ¢oHe HapymeHuit pocpopHo-
Ka/nbI[IeBOT0 OOMeHa Py TUTIEP-
mapaTupeose, ruInepBUTaMHO3e D
U APYyrux 3a00/eBaHUAX.

Tepmun «pucmerabonuyeckas
HepomaTusi», ymorpebreHHBIN
B Y3KOM CMBICTIe, 0003HavYaeT Io-
JTUTeHHOHAC/IeAyeMyo (MyIbTHU-
¢dakTOpManbHO pa3sBUBAKIIYIOCS)
HedpomaTnio, KoTOpas CBsA3aHa
¢ HapyuIeHneM oOMeHa IaBe/IeBoIl
KVCJIOTBI ¥ TIPOSIBJISIETCST B YCIIOBH-
AX CeMeTHOI HeCTaOUIbHOCTH 1[1-
TomeMbpaH [13].

C KIMHUYECKOT TOYKM 3PEHIS Pedb
UJEeT O AucMeTabonm4uecKom He-
dbpomaruu ¢ oKcamaTHO-KajbIue-
Boit kpucrannypueit (JHOKK) u ee
PasnIMYHBIX BapUaHTaX: BTOPUY-
HOII TyOy/IonaTuy ¢ MMHMMA IbHBI-
MU KJIMHUKO-MOP(OTOTUIECKIMU
MPOSBIEHUSIMY TIATONOTUY, UHTEP-
CTULMaNbHOM HedpuTe, pa3BuBa-
I0I[eMCSl BCTIE[ICTBIE HapYLICHUS
MeTabonMM3Ma OKCalaToB, M MOYe-
KameHHoIT 6one3uu. [1o cBoeit maTo-
reHetnyeckoit cymuoctu JHOKK
SBJISIETCS] BapMaHTOM IIOYEUHOI
MeMbpaHomaTuu. B mocrmenHue
TOABI YCTAHOBIIEHO, YTO TaK Hasbl-
BaeMas BTOPUYHAs OKCaJaTHAas
He(dpomaTysi B OT/INYME OT IIEPBIUY-
HOJl TUIIEPOKCATypuUn, 06ycmos-
JIEHHOJI HapyIleHreM MeTabonmnsma
[JIMOKCU/IOBOI KUCIOTHI, BK/TIOYA€ET
reTePOTeHHYIO TPYIINY MONMNIE€HHO-
HacjIeyeMbIX 3a00/eBaHMIT TT0YeEK,
CBSI3aHHBIX C IATO/NIOrMeEil obMeHa
I{aBeJIeBOIl KMCIOTHI 1 Pa3BUBAIO-
I[UXCSI B YC/IOBUSIX HECTAOMIBHOCTH
K/IeTOYHBIX MeMbpaH [13, 14]. TIpu
9TOM B reHe3e MeMOpaHozecTabu-
JU3UPYIOLIUX IIPOLECCOB B TKAHSIX
Ba)KHasl POJIb IPUHALIEKUT MPO-
IeccaM MHTeHCUpuKanuym Imepe-
KVCHOTO OKUC/IEHUS NTUIUMOB, aK-
TUBALY 9HJOTeHHBIX Poconumas
M OKUCIIUTENPHOTO MeTabonmsma
rpaHynountos [15].

Matorexe3 AHOKK

ITaroreneruyeckn JHOKK npen-
cTaBasieT €000l reTepOTeHHYIO
rpynny saboieBaHMil, pa3BUTHUE
KOTOPBIX MOXXET ObITH 0OYCIOBIEHO
cnepyromymy pakropamu [13]:

Ny
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= yCU/IEHUEM CHHTe3a IIIMOKCUIATa
U3 IJIMIVHA ¥ IPOJMHA B yCIIO-
BUAX OKMUCIUTENIBHOTO CTpecca,
aKTUBALMM MOHOAMUHOOKCH/A3
py Hanuanmu gedeKToB MeCTHOI
AHTUOKCUIAHTHON 3aIuThl (OK-
CUTaHTHASA TUIIOTE3Q);

= HeJOCTaTOYHOCTBHIO MEMOPAaHHBIX
MEXaHU3MOB 3allUThl KJIETKU
OT MIOHOB Ka/bl/s (HEIOTHOLIEH-
HOCTBIO CUCTEMbI KaJIbLIVIi-Mar-
HureBoit AT®a3ssl u f1p.) (Kaabiu-
eBas TUIIOTe3a);

= BO3MOYKHOJ YaCTMYHOM HeZOCTa-
TOYHOCTBbIO (pepMeHTa aJlaHMH-
DIMOKCUTATTPAaHCAMMHA3Bl  (TH-
[I0Te3a IONUIeHHBIX BapyaLuii
MeTabo/MM3Ma IIMOKCUTOBOI KIAC-
JIOTBI);

= aktmBanuei pocdonumnas u ycko-
peHHBIM O0OMEHOM MeMOpaHHBIX
dochomunupos:  pocharnau-
ceprHa u ¢ochaTuaUIdITaHOI-
aMMHa KaK MCTOYHMKOB CepuHa
U 3TaHOTAaMMHA, MeTabomM3upy-
FOIIMXCS Yepe3 TIMKOMAT-T/INOK-
CUJaT B ILABENIEBYI0 KUCIOTY
(rumoresa HeCTabUIBHOCTM I[M-
TOMeMOpPaH);

= feduIUTOM WM paspylIeHNeM
OMOIOTMYECKUX U XMMUIECKUX
CTabM/INM3aTOPOB MOHOB IjaBe-
JIEBOI KUCIOTHI M Kanbuus (Tu-
moresa fedUIUTa MHIMOUTOPOB
00pa3oBaHuUsI OKCAIATOB);

" [OBBINIEHHON KPUCTA/IN3AIIMEN
OKCajaTa KajbLMs B YCIOBUAX
[TOBBIILIEHHOIT KOHL[EHTpaIun
B KPOBU 1 MOY€ MOYEBON KICIIO-
ThI (TUIIOTE3a SIMUTAKCUIL).

BONbIIMHCTBO OKCAIaToB, BHIBOMIN-

MBIX C MOYOJl, 06pa3yTCcs B IpoO-

mecce o6MeHa BeIlEeCTB U3 aMIU-

HOKMCIOT - CepUHa, [IUINHA,

OKCUIIPOJIMHA, YaCTUYHO U3 aCKOP-

OMHOBOI KMC/IOTbI; HE3HAYUTEbHOE

KONMYECTBO ITOCTYIAeT U3 KUIIey-

HMKa IIpU IIpUeMe C IMILel OKca-

JIOTEHHBIX NPOAYKTOB (MOPKOBb,

MITMHAT, TOMUJOPBI, HIOKOIAT,

ko¢e u gp.). [loBbimenne cuHTE3a

OKcamaToB (KpoMe Hac/leCTBEHHOI

maTonoruyu oOMeHa) MOXKET OBIThb

CBSI3aHO C U3OBITOYHBIM 06pa3oBa-

HUEM B OpTaHU3Me UX IMpeJecT-

BEHHMKOB, JepUIMTOM I PUTOKCH-

Ha, OTPAaB/IeHNEM ITU/ICHITIIKOIEM.

OHO oTMeYaeTcs TaKXKe MpM HOfar-

pe ¥ mocie omepanuii Ha KUIIey-

Huke (uneocromus). B mocnengune

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

TOJBI VICCTIEOBATE/IN AKIIEHTUPYIOT
BHJMaHJ€e Ha TOM, YTO OKCa/laThl
MOTYT 00pa3oBBIBATHCS B MOYKAX,
4TO CBSI3aHO C paspylieHneM ¢oc-
¢GbonNINoB KIETOYHBIX MeMOpaH,
BCIeicCTBUE 4ero (GOpMUPYIOT-
Csl TIpeAIIeCTBEHHUKY OKCAa/laToB
(cepun), a Takxke docdarsl, ¢ KOTO-
PbIMM Ka/Ibluit 06pasyeT HepacTBO-
pYIMBIE COTIL.
HemocpencTBeHHBIMY TIPUYMHAMMN
pacnajja MeMOpaHHbIX (ochonumnm-
TIOB ABJIAIOTCS UIIEMS TTOYEK, aKTH-
BM3AINS 9HJOTEHHBIX MU MOSBIIE-
Hue 6axtepuanbHbIx pocdonumas,
BO3JIeiicTBIE MeMOpPaHOTOKCHYeC-
KUX COeMHEHMI 11, BO3MOYKHO, TOK-
cudeckre GOpMBI KUCTIOpopa (Kuc-
JIOPOJ, C HECIIAPEHHBIM 37IEKTPOHOM,
CYIepOKCU/JAHNOH, TUPOKCIUIbHBII
papukan). HecrabunbHOCTh MeMO-
PaHHBIX CTPYKTYP KJIETOK Haceny-
eTCsI KaK IOJIMTeHHBIIT IIPM3HAK.

B bopmupoBanum oxcanaTHo Hed-
pomaTuy yCTaHOBJIEH Pa3IMYHbBIN
BKJ/IaJl TeHETMYECKUX U CPEZOBBIX
dakTopoB. BIABIEHO CljenieHnue
IpPU3HAKOB OKCaJaTHOTO AuaTesa
M OKCajJaTHOI HedpomaTum ¢ aH-
TUTEHAMI TKaHEBOI NPUHAIEX-
HocTy | Kymacca, o 4eM CBMJETENbC-
TBYeT JJOCTOBEpHOe MpeobnagaHme
y 9Tux geteit perHotuna B7 u menee
mocroBepHoe — A28. HacnegoBanue
OKCaJIaTHOTO AMaTe3a U OKCa/IaTHO
He(dpomaTny COOTBETCTBYET MO/
HOJIUTEHHOTO HaCTIeOBaHNA, KO3d-
bULIVeHT HAaCTeyeMOCTHU COCTABILS-
er 40 1 46% COOTBETCTBEHHO [16].

Mop¢onorna JHOKK

[Tpn MmopdobuonTHIecKOM 1ccre-
TOBaHUM OLPEJeAIOTC JeCTPYK-
M IETOYHBIX KaeMOK IPOKCHU-
MAaJIBHBIX U I3MEHEH NI JUCTA/IBHBIX
KaHaJIblIeB C OTPbIBOM YaCTU U3 HUX
U 3allOJTHEHVEM IPOCBeTa KaHa/lb-
e VK (peakuns nudd-itonuas
KIICJIOTA)-TIOI0XK U Te/IbHBIM BEIIeCT-
BOM. B ciydyae pasBurtus mHTeEp-
CTUIIMATBHOTO Ipoliecca y fereil
¢ JIHOKK BpIABsA€TCA BbIpaskeH-
Hasg AuMQOrucTUOnUTApHAS WH-
¢GunpTpanys MHTEPCTULINS, sSIBIIE-
H11sL POKATBHOTO CKIEpO3a, MHOIAA
OTMedaeTcsi Me3aHTHoIponudepa-
TUBHas peakuus rimomepyi. B mpo-
CBeTe KaHAJbIEB M MHTEPCTULUN
HepenKo 0OHAPYXXMBAKITCSA KPUC-
TaJIIBI OKCasaTa Kaabuus [13].

KnuHnueckas KapThHa

u audpdepeHumanbHas
anarHoctuka JHOKK

ITepsoie mpusnaku JHOKK wame
BBIAB/IAIOTCA CIy4aliHO B BO3pacTe
3—-4 net. Knuanaecku [JJHOKK maso-
MaHM(eCTHa U MPOSAB/IAETCA He3Ha-
M TeTbHBIMU IPU3HAKaMJ MHTOKCHU-
Kaluy, apTepuaabHOM IMIIOTOHMEN
B 50% ciy4aes, a TaK)Ke CUMIITOMaMI
BEreTOCOCYAUCTON NUCTOHUM — Yac-
ThIe TOMIOBHBIE 0O/M, TabUIBHOCTD
Iy/lbca U apTepuanbHOTO JaBe-
Hus. B psape cnydaeB oTMedaloTcs
CUMIITOMBI, CBUJI€TeIbCTBYIOLINE
0 3aMHTEpeCOBAHHOCTU T'MIIOTaa-
MO-ay9HLedaIbHON 0671acTH, B BULE
n36bITOYHOrO Beca (+2 CUTMBI),
HOT/IMBOCTU M CHIDKEHMA JUypesa
B OTCYTCTBME OTeKOB. Hepenko BbI-
ABJISIETCA yMeHblIIeHMe 00'beMa Mo4n
B TedeHNe CYTOK, HabmofaeTcs ee
HACBIIEHHbIII XapaKTep U BBICOKMI
YIeIbHBII BeC (0OCMOTIAPHOCTD).

Hnsa JHOKK xapakTepeH cMelnaH-
HbBII MOY€BOJ CMHAPOM C Ha/IN4M-
eM reMaTypuy pasjnM4HON CTeleHN
BBIPQXEHHOCTM B COYETAHUY C IIPO-
TeMHYpUell, Jalle B BUJE MUKPO-
nporerHypun. JleiikonuTypus mpu
NaHHOM BapuaHTe HedpomaTuu
HOCKUT abaKTepuasbHBIIl, IPEUMY-
IIeCTBEHHO MOHOHYKJIEapHBIil Xa-
paktep. OO6s13aTeIbHO HanIU4Me
B MOYe KPUCTaJIIOB OKCAJIaTOB, Yallle
B BUJe KPYIHBIX /WM MEJIKUX ar-
pernpoBaHHBIX. Y BceX OONbHBIX
JHOKK nmerorcs mpusHaku HecTa-
OUMIBHOCTY LUTOMEMOPAH, KOTOPbIE
npossiATcsa He Tonbko OKK, HO n
TUIIepOKCanypueli, IMOBbIIIEHNEM
9KCKpeL MM C MOYOJl 3TaHO/NIAMMHA
U NIUIUJO0B; XapaKTEePHO CHIDKe-
HIUe aHTUKPUCTA/IOO006pasyromein
CHOCOOHOCTY MOYM, CBSA3aHHOE
C yMeHbIIIeHNeM B MOYe KOJIMYecT-
Ba €CTECTBEHHBIX CTabMIN3aTOPOB
(mupodocdaros, monmudocdaros,
azmenosuHTpudocdara u p.).
IIpakTudecku y Bcex fieTeil mpu co-
XpaHHOI KIy60ouKoBOit ¢unbTpa-
LM VIMEET MeCTO HUKTY P U Jake
IIpY HOpMaJIbHOM inype3e — TUIep-
crenypus (mo 1030 u BbIlIe) B OT-
cyrcTBue rmoko3ypun. [Iporpeccu-
posanue JHOKK moxxeT mpusectn
K QopMupoBaHuio abaKTepuanb-
HOTO TYOY/IOMHTEPCTUIINATBHOTO
Hedpura, a TAaKXKe OCIOKHUTHCSI
nH}eKI el MOYeBolt cucteMs! [17].
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JI71s1 BTOPUYHOI TUIIEPOKCANYpUN
(He3aBUMCUMMO OT CTafUM KJINHU-
YeCKOro KOHTMHYyYMa) XapaKTep-
Hbl Tunepokcanypusa u/munn OKK
(KpynHBbIe arpernpoBaHHbBIE KPUC-
TajUIbl Oosee 12 MKM) IpU CHIDKe-
HUM aHTUKPUCTANI000pasyoei
CIOCOOHOCTM MOYM, MOBBILICH-
HOJI 3KCKpeLuM ¢ MOYOI NTUIUJOB,
sTaHoNMaMuHa, pocpoaTanonramu-
Ha. /14 BTOPMYHON TUIIEPOKCa-
ypUM, CBA3AHHOW C IOINTEHHO-
HacjaefyeMoil MeMOpaHomaTtueli,
XapaKTepHO Ha/IM4ue aHaJIOTMYHOM
KapTUHBl Yy HECKONbKUX UYJIEHOB
cembn [13, 17].

OkcanaTHBIN AuaTe3 AUATHOCTU-
pyeTca B ciy4ae BbIIIeNepeduc-
JIEHHOJT 1a60PaTOPHOI CUMIITOMA-
TUKM HOPU OTCYTCTBUM MOYEBOTO
CUHJIPOMA M HapylIEHUI CO CTOPO-
Hbl ¢yHkyuu novek. Jns JHOKK
XapaKTepHO IIOAB/IEHME MOYEBOTO
CHHIpOMa B BUJEe MIHUMAJIbHOI
reMaTypuy, IPOTEUHYPUH /WU
abaKTepmManbHON JTEMKOMUTYPUN.
CymjecTByeT KOppenAanus Mexuy
pasMepaMy KpPUCTAJIOB, UX arpe-
TYMPOBAHHOCTBIO M BBIPA’KEHHOC-
ThI0 KIMHMYECKUX IPOABIEHUII
OKCaJIaTHOJI Hedpomaruu, a Takxe
OTCYTCTBUE TAKOIl KOppenrAnuu
MEXTY BeIMYMHON SKCKpeLuu ma-
Be/IEBOJ KMC/IOTHI ¥ Pa3BUTUEM OK-
camatHOll Heppomarun. Oxcanar-
HBIIl iNaTe3 — paclpoCTpaHEHHOe
cocrosaHue y mereil. [IpoBeeHHbIE
B KOoHIle XX BeKa IONY/IALMOHHbIE
MCCTIef0BaHNUA CPely BeTCKOTro Ha-
Ce/leHNs B He3H/IEMIYHOM IIO MO-
YyeKaMeHHOJ 00Ie3HUM permone
C UCTIO/Nb30BAHNEM CEIEeKTVBHOTO
CKPMHMHTA METOIOM CIIOHTaHHOI
KPUCTA/TypUM U KPUCTAIZIOMET-
pUM YCTAHOBM/IM BBICOKYIO 4acTO-
Ty OKCaJIaTHOTO JiuaTes3a, KOTopas
cocraBuna 160:1000. Pacnpocrpa-
HEHHOCTD OKCAa/IaTHOI He(pomaTun
ObI/Ta 3HAYNTETBHO HUXKE M COCTa-
Buia 31,7 na 1000 gereir [16].

YacTo CIOXHO HPOBECTU TPaHb
mexay JHOKK u ty6ynonnrepcTu-
IMa/IbHBIM HepprTOM MeTabommyaec-
KOTO reHe3a, TaK KaK Ipy ITOC/IefHeM
CHIDKEHMe TYOYIAPHBIX QYHKUIUI
IOYeK HACTYIaeT TOJIbKO Ha JNOCTa-
TOYHO ITO3/IHel CTa/[1M 3a00/IeBaHMA.
OCHOBOI1 [/Is1 AMAaTHOCTUKYU MOXKET
ABUTbCA BBIPAXKEHHOCTb MOYEBOTO
CUHJIpOMA, M IIPEeXJe BCEro reMar-

Meauatpus. N° 4

Tema Homepa: 3a007eBaHIA MOUEBOIT CUCTEMbI Y fiE

Tabnuya 1. Bknao nacnedcmeeHHbIX U cPedo6bix Paxmopos 6 paséumue
aKoHedponamuu u ducmemabonu4eckoii Hedpponamuu

3a6oneBanus HacrnexcrBennsie pakropsr  CpepmoBbie pakTOpBI
Iucmerabonmyeckas 550 45%
HedpomaTist

OKoHedpomaTus 47% 53%

ypun u npotennypun. IlogTBepx-
[eHVeM pasBUTUS MHTEPCTULINAID-
HOTO IPOLieCcca sIB/ISIETCS BBISIB/ICHIE
[IOBBILIEHHO 9KCKpenun GpepmeH-
TOB ¢ Mo4oIi (menoynas docdara-
3a, raMMma-TayTaMmarrpancdepasa,
JIAKTATAETU/POreHasa u Ap.), MUK-
pOanbOYMUHYpPUM U MUKPOITIOO6Y-
nmHypun (anbga-1-MuKpornooymmH
u 6eTa-2-MUKPOITIOOYINH), a IpH
OIIpefie/IeHUN CeIeKTUBHOCTI IIPO-
TEMHYPUI XapaKTepeH TyOy/IsapHBbIil
TUII IPOTEVHOTPAMMBI.

PasButue Tyb6ymoMHTEpCTUIIMATD-
Horo mporecca y fgereit ¢ JHOKK
MOXET IIPOMCXOAUTH 11O ABYM Ha-
npasneHusaM. llepsoe mpepmnona-
raer pas3BuTue abaKTepuanbHOroO
BOCITIAQJIMTENBHOTO TYyOy/lTOUHTEp-
CTUI]aJIBHOTO Ipollecca 3a cYeT
BAMSIHUSA KPUCTAJIOB OKCajaaTa
KaJIbIVs M [PYTMX HA aKTUBALNIO
CHCTEMBI KOMIIIEMEHTA II0 a/lbTep-
HATMBHOMY IYTH, YTO IIPUBOXUT
K BBICBOOOXXIEHNIO MPOBOCHATIN-
TEIbHBIX LIUTOKMHOB U aKTUBAL[UU
¢axropa Xaremana. Kpome Toro,
in vitro O6blyIa yCTAaHOB/IEHA BO3MOXK-
HOCTb 00pa30BaHMA TOKCUYIECKMX
¢bopM Kucmoposia IeiKOLUTaMU 1107
BO3[eJICTBMEM KPUCTAJIZIOB OKCaJla-
Ta KanbLusi. BropeiM myTem sBs-
eTcs pasBUTHe 6AaKTepUaTbHOTO TY-
OyIOMHTEPCTULIMATBHOTO ITpoliecca
y 6onpubix ¢ JHOKK. Ilpu atom
BAa)KHYIO POJIb UTPAeT aKTUBAL[NS
dochonmunasz A u C. Hepenko atu
JIBa IpoIlecca COYeTaoTCA.
MakcuMyM BBIPa)KeHHOCTH JVICMe-
TabOIMYeCKUX HAPYIIEHUIT MOXET
06yC/I0BUTh BOBHUKHOBEHNE MOYe-
KaMeHHOI1 00JIe3HI, IIPUYEM HaKe
B IIepBbIe TOABI XXU3HU. B gpyrux
cIydasx 3aboneBaHMe Yalle BBIAB-
TIAETCA «CIyYaiTHO».

OTenbHO OCTAHOBMMCS Ha TaK Ha-
3bIBaeMoit 9KoHedpomaTun. B pern-
OHaX, Ile HabTIofjaeTCA JINTENbHOe
BO3JI€JICTBYE€ HAa OPTAaHU3M JeTel
TSKE/IBIX METaJ/IOB, BBISBIISIOT-
ca ¢penoxonyu JHOKK, xotopsle
KIVHNYECKN HEOTIMYMMBI: Ha-

6mropaercs remarypusi, OKK u/mn
runepokcanypus [18]. [Topaxenne
[IOYEK PV XPOHUIECKOM JIeVICTBUN
TSDKEJIBIX MeTajUIoB (KajMuil, XpoM
U HEKOTOpble APyrie) 06yCIOBIEeHO
IINTENbHBIM IIEPUOLOM IOTYBBI-
BeJleHNUsI MEeTaJlJIOB U3 OpraHusMa
U X CIIOCOOHOCTBIO 0Opa30BBIBATH
Iero B KOPKOBOM cjIoe moyek [19],
TO €CTb II0 CYTM 3TO TOKCHYECKIe
HedpomaTum.
Mccneposannus, NpoBeJeHHbIE
B psijJie PernoHOB C MOBBIIIEH-
HBIM YPOBHEM TsKE/IbIX META//IOB
(mpexxze Bcero KagMmus), moKasa-
M, YTO PA3NUYMs MEXAY dTUMHU
COCTOAHMAMM — 9KOHedpomaTuen
n JHOKK - M0O>XHO BBISIBUTH TOb-
KO IIpY TIIaTeIbBHOM 00C/IeTOBaHNUA.
OkoHedpomaTus, CBsA3aHHAS C XPO-
HUYECKUM [eICTBUEM TsIXKeIbIX
MeTajnoB (KafgMuil, XpoM), Xapak-
TepU3yeTcs CIeAYIOUMMU NpU3Ha-
Kamu [18]:
= JIATEHTHOV  MMKpoOremaTypueil
¢ OKK n/unm runepokcanypue;
= HapylLIeHVeM CTabMIbHOCTM Ka-
Ha/bIIEBBIX [[UTOMEMOpaH;
= CHIDKeHVMeM (YHKIUII IPOK-
CUMaJIbHbIX KaHaJblEeB II0Y9eK
Ha PaHHUX 9Tanax 60Ie3HIL;
= KOMOMHMPOBAaHHBIMM (YHKIINO-
Ha/JIbHBIMY HapyLIeHUAMHU MOYeK
Ha 6oJIee MO3MHUX CTagMUAX 3a60-
JIeBaHUSL.
YcTaHOB/IEHO, YTO 9KOHedpomaTus
ABJIACTCA MYIbTU(PAKTOPUATbHBIM
3aboeBaHMeM, IIpY KOTOPOM KON
cpenoBbIX (aKTOPOB B PasBUTUU
(mo mopenu J. Edwards) mpeo6nana-
eT Haf HacencTBeHHbIMM [20]. Ipn
nucMmertabonuyeckoi HedpomaTun
3HAYMMOCTD HAaCJIeICTBEHHbIX (pak-
TOPOB BbIllle, YeM IpK 9KOHepoIa-
tuax (tabm. 1).

Jleyenne JHOKK

JleuebHan aneTa u NUTLEBON PEXIM

B ocnoBe neuenus ITHOKK nexur
perynsapHoe MUCIIONb30OBAHNE JI€-
4e6GHOIT AMETHI, KOTOPas BKIIOYAET
paliOHa/IbHOE CMEINIAHHOE IIN-
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TaHUe, UCKIIoYaollee QyHKIINO-
HaJIbHYI0 HarpysKy IJIsl aKTVBHON
qacTy HepoHa — TyOYIAPHOTO am-
mapata. [IueTa monayunia HasBaHUe
KapToQeNbHO-KaIlyCTHOM, TaK KaK
COCTOUT B OCHOBHOM M3 IIPUTOTOB-
JIEHHBIX Pa3HBIMU CIIOCOOAMU Kap-
TO(ess, KAYCThI M IPYTUX OBOLLETL.
CrnenyeT MCKIIOUUTb U3 paliMoOHA
9KCTPAKTUBHBIE OYTBOHBI U OKCa-
JIOTeHHbIe MPOAYKTHI, B TOM UICIe
JIMCTBEHHbIE OBOLIM, KPENKUII Yaii,
KaKao; pasperuanTcs 6enblit xeo,
CBe)XKee CBMHOE CaJo, pacTUTeIbHOe
U CIMBOYHOE Mac/o, cMeTaHa. [lna
«TIOJIe/IaYMBaHNUI» OPTaHM3Ma,
InpefoTBpallleHUs TUIOKanueMun
M TUIIOMAarHMEeMUY BBOIUTCS OO0/b-
I10€ KOMMYeCTBO HeCManKux Gppyk-
TOB (TPYyILN, YePHOCIUB, Kypara).
YaurepiBas pacTyliye IOTpeOHOCTU
INeTCKOTO OpTraHNu3Ma B )XMBOTHOM
6enke, MsCO B fueTe He OTPaHNYN-
BAETCA, HO PEKOMEH/[YeTCsA TOMBKO
B OTBApHOM BI/Ji€ U B IIEPBYIO IIO-
nosuHy pHA. CooTHOLIEHME OC-
HOBHBIX MHTrpenueHToB (6enku,
SKMPBI, YITIEBOZIbI) B MUIIe IOAJep-
JKMBaeTCsA B IpefieslaX BO3PACTHBIX
noTpe6HOCTeIL.

ITpumeHeHMe KapTOQenbHO-KAITyCT-
HOJ OueThl B TeyeHUe 2-3 HeJenb
COMPOBOXK/AAETCA CTATUCTUUECKNU
ITOCTOBEPHBLIM CHIDKEHUEM 3KCKpe-
LM OKCAJIaTOB, YTO COYETAETCA
C y/IydlleHueM MOYeBOTO CUHJPO-
ma. KaprodenbHo-KkamycTHas gyuera
Ha3HavaeTCs Ha 3 HefjeNu C TpexHe-
IeTbHBIMI IepepbIBaMU, BO BpeM:
KOTOPBIX pe0eHOK IONydaeT JUeTy
Ne 5 o IleB3Hepy.

B oO6bluHOI AgMeTe COJEPKUTCS
oT 97 1o 930 Mr OKCcaaToB, HO TO/b-
KO 2,3-4,5% 13 HUX B HOpMe afi-
copbupyroTcs B KumeyHuke. B ¢u-
3MonorndYecKkux ycnosuax 10%
9KCKpeTUPYeMBIX C MOYOIl OKcaa-
TOB 00Pa3yI0TCs U3 aCKOPOMHOBOI
KUCIOTHI 1 40% — U3 IIUIIMHA.
KapTodens comepxut ymepeHHOe
KO/IMYECTBO IlaBeeBOM KUCIIOTHI,
KOTOpas IMOYTM He BcachblBaeTcs
U3 KETyI0YHO-KUIIEYHOTO TPAKTa,
TaK KaK B 3TOM IIPOAYKTE MMEIOTCS
3HAYUTE/TbHbIE KOTMYeCTBA KaTbIIu,
yIep>KMBalolero oKcaaaTel B Hepac-
TBOPEHHOM COCTOSIHMM 1 00ecredn-
BAIOIIEr0 NMPAKTNYECKN TTOTHOE BbI-
BefleHIe UX C KajoM. B mpopgyxrax
JKMBOTHOTO HPOUCXOXJEHMA, KaK

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

MIpaBUJIO, UMeeTCs HU3K0oe Cofep-
>KaHUe IaBeneBoit KucmoTel. Ojfi-
HaKO 3HAYMTE/bHbIE ee KOMMYeCT-
Ba COJEPXKATCA B COEMHUTENTbHON
TKaHI: CYXOKIINSX, XpAIIax, bora-
TBIX KOJIJTAT€HOM W, C/Ie[IlOBATEIbHO,
OMVDKAIIMM TTPeNIeCTBEHHUKAMU
okcanatoB ammHokuciaoramu OH-
IPO/IMHOM M TJIMLIVIHOM.

s ysenmdyeHns fuypesa peKoMeH-
TOBaHO HOTpebeHNe 6ONbIIOro KO-
naumdyecTBa xugkoctu (2 1 Ha 1,73 m?
IOBEPXHOCTY Tena). Bricokoxmp-
KOCTHBIJ PeXJMM OYeHb Ba)KHO IIOf-
TOep>XMBAThb B HOYHOE BpeMs, KOTAa
Moya 6ojiee KOHIIEHTPUPOBAHA, YTO
Co3faeT yCIOBUA JIsI KpUCTAJIIN-
3allMy pasIMYHBIX coneit. VI3 mMu-
HepaJbHBIX BOJ NPUMEHSITCI
«bxxHn», «<Hadrycar», «CnraBaHOBC-
Kasi», «CMUPHOBCKas» I HEKOTOPbIe
Apyrue mo 3-5 MI/KI/cyT Ha 3 mpu-
eMa IINTeNbHOCThIO 10 1 Mecsma
2 pasa B rog [24].

ButamuHo-, duto- n dapmakotepanus
npu JHOKK

IIpn nevenun JHOKK moxasano
[pUMeHeHNe CPeACTB, CTAbMIN3Nn-
PYIOLIMX KJIeTOYHble MeMOpaHbI:
aQaHTMOKCUJJAHTOB, fuMedocdoHa,
Kcupndona, conmeit kanus u mar-
HI$, TIOBTOPHBIX KYPCOB BUTAMU-
HOB B, A, E.

st mpegoTBpaienns obpasosa-
HUA KPUCTA/IJIOB OKCAa/IaTOB, HAPARY
C AMeToTepaInyeil ¥ BBICOKOBOHBIM
peXXMMOM, HasHAYaTCA MeMbOpa-
HOTPOIIHBIE IIperapaTsl U aHTUOK-
CUJAHTHI — BUTaMIHBI B¢, A, E.
Memb6paHocTabunusupyoouee
meiicTBMe BUTaMMHa B (mmpupjok-
canbdocdar) o6ycnoBIEHO yUac-
THEM B OOMeHe XMPOB B KauecTBe
AQHTUOKCUAHTOB, a TaKXKe B 0OMeHe
aMMHOKVIC/IOT IIOTEHIIMPOBaHMEM UX
IeKapOOKCUIMPOBAHNUS I TIepeaMu-
HuposaHus. [Ipemnaparsl BuTaMmnHa
BsHasHavaroTcs B gose 1-3 Mr/kr/cyT
B IIEPBYIO IIOJIOBUHY [IHA B Te€YeHME
3—4 HeJeNb eXXEKBapPTaIbHO.
Memb6paHocTabunusupyouiee
meiicTBue BUTaMMHA A 06ycioBie-
HO CIIOCOOHOCTBIO BCTpPamMBATbCH
B JIMIIMJHBIN CJIOM M Y4aCTBOBATHb
BO B3aMMOJeCTBUM OENKOB U /-
nuzoB B MeMbpaHe. ButamuH A Ha-
3Havaetrcsa B pmose 1000 Ell/rop
J)KUSHU B CYTKM B TedeHue 3-4 He-
IeNb eKeKBapTalTbHO.

Buramuu E (toxodepona ame-
TaT) — IPUPOJHBI aHTUOKCUIAHT,
KOTOPBIII OTBETCTBEHEH 3a OeNKo-
BO-TTUIIMJHBIE CBSA3M B MeMOpaHax
U y4acTByeT B psAfe Ba>KHeNIINX
IIPOLIECCOB KJIETOYHOTO MeTa0o/Iu3-
Ma. HasHavaercs BMecTe ¢ BUTaMu-
HOM A B fjose 1-1,5 MI/KT/CyT, HO He
6ornee 15 Mr/cyT Kypcamu 1o 3 He-
menu B KBapTainl. JVicmonbsoBaHue
ButamMuHa E orpaHudeHno y pgereit
B IIy0epTaTHBI IEePHUOL.

C MembpaHOCTabuIM3NpyIoIIeil
Ielbl0 Ha3HayaeTcAd TaKXke M-
medocdon. IIpemapar cmocoben
BOCCTAaHABIMBATb HAbBIXaTeIbHOE
dbochopunnposanme B MeMbpaHax
MUTOXOHJPUIA, YTO IPUBOAUT K CHI-
JKEHMIO IIPOLIeCCOB MePOKCUAALNN
ymununoB. HasHavaetcsa B jose 1 mn
Ha Kakjple 5 Kr Beca mam 30 Mr/kr
B 3 mpuema B TedeHue 2—-4 HefleNb,
IIPOBOAUTCA 3 Kypca B TOfI.

Y pereit ¢ JHOKK npumeHnsAmoT-
Cs TIperapaThl MarHMA, TOCKONBKY
MarHui ABIAETCSA eCTeCTBEeHHBIM
($bU3MOIOrMYeCKUM aHTarOHUCTOM
Ka/lbLMA U NPeNATCTBYeT ero Ha-
KaIUIMBAHNIO B TKaHAX U XUIKOC-
TaX. OJHAKO IPVMMEHATD IIpenapaTsl
MarHMA CTIeAyeT C OCTOPOXXHOCTBIO,
TaK KaK I1pY UX ITepefio3MPOBKe BO3-
MOXXHO 00pas3oBaHMe MarHMUEBBIX
conell B MOYeBBIX IyTAX. VI3 mpe-
IapaToB MarHUA MCIIONb3yeTcs
okuch mMaruus (go 7 ner — 100 mr
B 2 mpuema, ot 7 go 10 et - 150 mr
B 3 npuema, crapiue 10 et — 200 mr
B 2 mpuema) B TedeHue 3-4 HeJenpb
€KeKBapTaTbHO.

B neuennn mereit ¢ JHOKK mu-
POKO MCHONb3YIOTCsA (UTOIpena-
paThl 1 JIeKapCTBEHHbIE PacTeHNA,
obnagamoine AUTONUTUIECKAM
[eiicTBUEM, yAydlIalonue o6MeH-
HbIe IIPOIIeCCH, CIOCOOCTBYOINE
BbIBEJICHNIO IPOAYKTOB OOMeHa
He TOJIbKO Yepe3 MOYeBbIe/INTe/Ib-
HYIO CUCTEMY, HO U depe3 XKemy-
NOYHO-KMIIEYHBIN TPAKT, a TaKXKe
aHTMOKCHAHTbI, 0COOEHHO cofiep-
xamue ¢raBoHounsl. Purorepa-
oM 0/KHA IIPOBOJUTLCA pery-
JIAPHO C UCIIONIb30BaHUeM c60poB
TpaB, BKIIOYAIOMINX He 6oJee Tpex,
1o 1 MecsIy e)xeKBapTaabHO — CIO-
PBILL, YKPOIL, 30/10Tas1 PO3ra, 3eMJIA-
HIIKa JIeCHasl, XBOII IOIeBOM, MATa
nmepevyHasd, HbIpell, KYKypy3HbIe
phubIa (Tabt. 2).
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VI3 KoMOMHMPOBAaHHBIX puUTOINpE-
[apaToB PeKOMEHAYEeTCS HpuMe-
HeHnue llucrtona, ®urtonusmHa uin
Kanedpona H.

B kn1mHMYecKkoll NmpakTUKe OYEHb
yzo6HO ucmonb3oBarb KaHed-
pou H. Kanedppon H - nexapcr-
BeHHOE CPeACTBO, COfep’Kaliee
9KCTPAKTBI 30JI0TOTBICAYHNUKA, 0~
6ucroka u posmapuua. [TockonbKy
9TOT IPeNapaT BBIITYCKAETCS B ABYX
JIeKapCTBEHHBIX (opMax — Kamim
U [pa’ke, er0 MOXKHO JICIIONb30BaTh
IJIs1 Ie9eHNsI CIOPafNIecKOi Ayc-
MeTabomyecKoit HehpomaTuu gasxe
y HeTeil paHHero BospacTa. IIpema-
par okasbIBaeT KOMIIJIEKCHOE JeViCT-
BUe: OUYPEeTUIeCcKoe, IPOTUBOBOC-
Ma/JIuTeNbHOE, CIIA3MONUTUYECKOE,
HIPOTUBOMUKPOOHOE (TeM caMbIM
yBemuuBasg 3¢pGeKTUBHOCTb aHTH-
OVMOTUKOTEpAIINN), aHTUOKCUAHT-
HOe 1 He(POIIPOTEKTUBHOE, YMEHbD-
IIaeT MPOHMI[AEMOCTH KAIIUI/ISIPOB.
SddexTnBHOCTD U 6€30MACHOCTD
IpenapaTa fOKasaHa B psAje 3apy-
OeXHBIX U POCCUIICKIUX KINHMYEC-
KX UccaemoBaHuii. B wactHoCTH,
B XOJle MCCIeOBaHNUsA, B KOTOpOe
OBI/IM BK/IIOUEHDI IIATHIECAT [eTell
¢ pcMeTabonnveckoit Hepomaru-
eil, 6BII0 YCTAaHOBIIEHO, YTO Tepa-
nus Kanedponom H o cpaBHeHn0
C /Ie4eHreM KOMIIZIEKCOM BUTAMMU-
HoB (A, E, B) 6onee adpdexrnHa
Y NPUBOJAUT Y 3TUX MAIMEeHTOB
K 6oree OBICTPOMY M 3HAYMMOMY
CHIDKEHMI0 YaCTOTHI U BBIPakeH-
HOCTH FeMaTy Py, TUIIEPOKCATY PHIL,
KaJIbLMITy pun vt munupypun [21].
TepaneBtudeckue cBoiicTBa Kaneg-
poHa H 06ycnoBieHs! BXOZANMNI
B €ro COCTaB 3(DMPHBIMU MacIaMu
(mobucrox, posmapus), ¢GeHoNI-
KapOOHOBBIMU KucaoTamu (po3ma-
PVH, TIOOMCTOK, 30/I0TOTBICIYHMK),
¢dranmnmamu (M06UCTOK), rOpeIaMu
(307IOTOTBICAYHUK), ACKOPOMHOBOIL,
MEKTUHOBOI, IMMOHHOI U 96/104-
HOJ KUC/IOTaMM, BUTaMuHaMu. Kak
M3BECTHO, OCHOBHBIE IIPOSIBIEHNUS
BOCIIA/INTE/IbHON peaKIyy CBSA3HI-
BAIOT C TaK Ha3bIBAEMBIMI MeJua-
TOpamu BocnaneHus (OpajuKHIH,
MPOCTAITIAHIVHBL, TUCTAMUH, CEPO-
TOHMH ¥ 1p.). IIpoTtmBoBOCIanu-
TenpHble cBoiicTBa Kaneppona H
00YC/IOB/IEHBI B OCHOBHOM aHTAaro-
HM3MOM PO3MapUHOBOI KICIOTHI
B OTHOIIEHUY MeIMaTOPOB BOCIA-

Meauatpus. N° 4
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Tabnuya 2. IIponucu nekapcmeenHvix c60poe6 07 neeHus demeti ¢ 00MeHHbIMU

Hedponamuamu
= OpyCHMKA, JIUCT = 2y4acTu
Céop Ne 1 = CIOpBILI, TPaBa = 2 4acTu
= Gepesa, TUCT = 1 yacTh
= TOJOKHAHKA, INUCT = ] 4acTh
C6op Ne 2 ’
= KYKypYy3HbIe pblblia = ] gacTh
= yKpOII, ceMs = ] yacTh
= 3eM/LTHMKA JTeCHAs, TIOAbI ¥ JINCT = 2 9acTu
C6op Ne 3 > TIOR
= [eTPYIUKA, IACT = 2 4yacTun
= CMOpOJMHA YePHas, TUCT = 2d4actu
= (eHxeNb, IIOfbI = ] 9acTh
= OpPYCHUKA, JIUCT = 24acTu
C6op Ne 4 = OJyBaHYMK, KOPEHb = ] JacTb
= IIMITOBHUK, I/IOZIBI = ] 9acTh
= KYKypYy3HbIe pblIblia = ] gacTh

JeHnsA. MexaHU3M [eNCTBUSA CBS-
3aH ¢ 67I0KMpoBaHNeM Hecrennu-
4eCKOIl aKTMBALMM KOMIUIEMEHTA,
JINIOOKCUTEHA3bl VM LMKIOOKCHUTe-
Ha3bl C [OCIEAYIOLIM yTHETeHIEM
CHMHTE3a JIEIKOTPMEHOB M IPOCTa-
rnanpnHoB. Hlupoknii criektp aHTH-
MUKPOOHOTO HENCTBMs IIperapara
obycnoBieH (eHONKapOOHOBLIMU
KUCTIOTaMM, 3QUPHBIMY MaciaMu
u T.1. IIpotuBoMuKpo6HsIi addext
¢deHonKapOOHOBBIX KIC/IOT OIOC-
pemoBaH BO3felicTBMeM Ha Oakre-
puanbusblit 6emok. Jlunodunbuse
¢dbmaBoHONUABI 1 3UPHBIE Mac/Ia CIO-
COOHBI paspyIIaTh KIETOYHBIE MEM-
Opanbl 6akrepuil. [Juyperudeckoe
IefiCTBIE MperapaTa OlpenesieTcs
B OCHOBHOM COY€TAHHBIM JIeIICTBM-
eM 3QupHBIX Macen u ¢peHOonIKap-
OOHOBBIX KUCIOT. DPupHbIE Macia
pacUIMpSIIOT COCYABl IOYEK, YTO
yBeIM4YMBaeT MX KPOBOCHaOXeHNe.
DeHoMKapOOHOBbIE KUCTOTHI MPU
[ONafaHNM B IPOCBET ITOYEYHBIX
KaHA/IbLEB CO3/JAI0T BHICOKOE OCMO-
TUYECKOe [JaBJIeHIe, YTO CHIDKAET
peabcopbiuio BOABI ¥ MOHOB Ha-
Tpust. Takum o6pasom, yBemndeHe
BBIBE/ICHVSI BOJBI IIPOUCXOANT 6e3
HapylIeHNsA MOHHOro GamaHca (ka-
nuiicbeperatomuit apdexr). Cras-
monutndeckuit apdexr Kanedpo-
Ha H ob6ycmoBnen ¢raBoHOURHOIM
coCTaB/IAIoLIel! IpenapaTa. AHAIO-
TUYHOE JIeICTBIE IPOSIBIISIOT (Ta-
nmupbl (TI0OUCTOK), PO3MapUHOBOE
macmo. CrabbiMu CcrrasMoIuTHIec-
KMMM CBOJICTBaMU 06/mafaoT peHom-
Kap6oHoBbIe KCI0ThL. O6HApPYKeHa
BBICOKas 3P PeKTUBHOCTD (HIaBOHO-
MJJHOV COCTaBIISAOLIEl Iperapara

B yMEHBIIEHNN IPOTeMHYpUN (B/Iu-
sIHVe Ha IPOHMIAEMOCTh MeMbpa-
HbI). brarogapsa aHTHOKCHMIAHTHBIM
cBolicTBaM (1aBOHOUJBL CIIOCOOCT-
BYIOT 3alljiT€ NOYEK OT IOBpEX-
IieHVs1 CBOOOMHBIMU pafjuKaTaMIul.
ITo xnuHMYecKMM JaHHBIM, KaHe-
¢pon H yBenmmuuBaer BbIfeneHUe
MOYeBOIl KMCIIOTBI U CIIOCOOCTBYET
noapep>xxanuio pH mounm B guamna-
30He 6,2-6,8, 4YTO 4Ype3BBIUANHO
B)XHO B JICYCHUU U IPOPIIAKTIKE
YPaTHOTO M Ka/IbINil-OKCa/lTaTHOTO
yponutuasa. ®nraBoHOUABI U PO3-
MapMHOBasl KMCIOTA MOTYT CBSA3bI-
BaTb Ka/IbLIWII I MarHUII B XeJIaTHbIE
KOMIIIEKCBI, @ Ha/I4dyie MOYeTOHHOM
COCTaBIIALIe]l TO3BOJIAET OBICTPO
BBIBOJUTD UX U3 opranusma. Heko-
TOpble MCCTIe[loBaTeNN PeKOMEHNY-
fot npumensnts Kanedppon H n s
YIyYIIeHNs OTXOXK/IeHNs ¢pparMeH-
TOB KOHKPEMEHTOB I10CTIe IUTOTPUII-
cun [22, 23].

ITpemapar BbIITycKaeTcsA B BUJe Ka-
menb u gpaxe. ¥ B3pocnbix Kane-
¢pon H nmpumensior mo 2 gpaxe
iy o 50 xanenb 3 pasa B CyTKMU.
Ilns mereit mosa nmpenapara yMeHb-
maercs B 2-3 pasa B 3aBUCUMOCTU
OT BO3pacTa: mo 15-25 Kanenp unn
1o 1 gpake 3 pasa B ieHb B TeYeHUE
6-8 Hepens. IIpemapar ocobeHHO
MOKa3aH IpY HaTM4MM BTOPUYHOTO
nuenoHedpuTa MeTabOMMIECKOTO
reHesa, addexTrBeH npu oKcanar-
HOJI /MM YPaTHO KpUCTaITy UM,
Tak Kak usMeHnsAet pH moun. Moxxer
UCII0/Ib30BAThCA KAaK B aKTUBHOMN
CcTaguy B KOMOMHALMM C aHTUOAK-
TepUaNTbHBIMU CPEACTBAMH, TaK U B
BIIJIe MOHOTEPAIINI B Ka4eCTBe IO/

Ny
FHS
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Tab6nuya 3. OcHogHvle neuebHO-npodunaxmureckue cpedcmea, UCNONbIyeMble NPU PASTULHBIX HAPYUIEHUAX 00MeHa okcanamog [1]

JIeueOHbIE U JUETMYECKME
cpencrsa

HOSI)I, nepmox M IIUTENIbHOCTD NpUeEMa

OKcamaTHbIN AnaTe3

THOKK

TUH MeTa60nM4ecKOro renesa

AHTHOKCaTypudeckas gyera

Ilo 6 Henenb BeCHOI 1 OCEHBIO

6 HefieNnb eXXeKBapTaNTbHO VN
3 Hefienu C TpeXHele/IbHbIMU
HnepepbIBaMu

6 Hefenb e)XeKBapTaNTbHO VN
3 Hefenu C TpexXHele/IbHbIMU
HnepepbIBaMu

IToBbIIIEHHBI TUTHEBO PEXKIM
(21/1,73 M* B cyTKn)

+

+

MuHepanbHble Bofbl T «BXHI»,
«Hadrycs», «CrnaBsHOBCKast»,
«CMMpPHOBCKas»

3-5 mn/kr/cyT no 3-4 Hemenu
BECHOI1 I OCEHbIO

3-5 Ma/Kr/cyT 6 Hefienb
eKeKBapTalTbHO

3-5 Ma/Kr/cyT 6 Hefenb
eKeKBapTalTbHO

Buramun B

1-3 mr/kr/cyT 3—4 HeflenM BECHOI
U OCEHbIO

1-3 mr/kr/cyT 3-4 Hegenu
@XKeKBapTaIbHO

1-3 mr/kr/cyT 3-4 Hegenu
@XKeKBapTaIbHO

Burammu A

1000 Ell/ron/cyT 2-3 Hepenn
BECHOI 1 OCEHbIO

1000 Ell/ron/cyT 2-3 Hepenn
€XeKBapTa/IbHO

1000 Ell/ron/cyT 2-3 Hemenn
€XKeKBapTa/lIbHO

Buramuu E

1-1,5 mr/kr/cyT (He 60mee 15 mr/
CyT) 2-3 Hefie/ BECHOI U OCEHBI0

1-1,5 mr/kr/cyT (He 6omee 15 Mr /
24 4) 2-3 HefleNN eKeKBapTaTbHO

1-1,5 mr/kr/cyT (He 60mee 15 mr/
CyT) 2-3 Hefie/u eXeKBapTaabHO

OKuch Maraus
= g0 7 net — 100 mMr/cyT

B 2 mpueMa

= 7-10 ner - 150 mr/cyr
B 3 mpuemMa

= crapme 10 et — 200 mMr/cyT
B 2 mpueMa

2-3 Hefienu BECHOM U OCEHBIO

3-4 HeflenM eXXeKBapTa/lbHO

3-4 HeflenM eXXeKBapTa/lbHO

Iumedocdon 15% mmm

KypanTtun

1 M1 Ha KaXKk[ible 5 KT Beca B 3 mpuema 3—4 HeJieNn eXKeKBapTaabHO

6-8 mr/kr/cyT B 3 mpuema 3-4 mec.
2 Kypca B TOff

Kanedpon H
= IS AeTe TOIKOIbHOTO
BospacTa (crapure 1 roga) —
no 15 xanenp 3 pasa B JleHb
= I ieTell INKOIbHOTO
BO3pacTa — 0 25 Karelb UiIn
1 npaxxe 3 pasa B JieHb

2-3 Hefie/mM BECHOM U OCEHBIO W
INUTENBHO (110 Ha3HAYEHUIO Bpaya)

6-8 Hefenb 2-3 Kypca B Iof| M/
INUTENBHO (110 Ha3HAYEHUIO Bpaya)

6-8 Hegenb 2-3 Kypca B Iof| M/
INUTENBHO (110 Ha3HAYEHUIO Bpaya)

IlycToH o 1 Tabs. 2-3 pasa B IeHb

2-3 Hefen BECHOM M OCEHbBIO

3—4 Heneny eXXeKBapTaJTbHO

2-3 MecaAna 2-3 Kypca B roj,

®uronusuy 1o 1/4-1 vaiinoit
JIO)KKe 2-3 pasa B JIeHb

2-3 Hepeny BeCHOV U OCEHbBIO

3—-4 HeflenM eXXeKBapTalbHO

3-4 Hefleny eXXKeKBapTalbHO

Co6opsl Tpas (He 60r1ee Tpex)

2-3 Hefen BECHOV M OCEHbBIO

3—4 Heneny eXXeKBapTaJlbHO

3—4 Heneny eXXeKBapTaJTbHO

TVH - Ty6ynonHTepCTULMAIbHbII HePUT.

14

Iep>XMBAOIET0 TPOTUBOPEIVB-
HOTO JIeYeHMU .

ITpu pasButum Ty6yIOMHTEPCTHU-
nuanpHoro Hedppura merabonu-
YeCKOro reHesa JONONHUTEIbHO
npumensaorca Kypantun (gumu-
pumamorn) 6-8 MI/Kr/cyT B 3 mpuema
Ha IPOTSDKEHNN 3-6 MecsiLeB, 6oree
JUINTEIbHBIE KyPCHI MEMOpaHOCTa-
OUMIN3NPYIOINX [IpernapaToB (gu-
MedpochoH) U KOMOMHMPOBAHHBIE
¢uTonmpenaparsl, mpexje BCETO
nucron u Kanedpon H.

B tabn. 3 cyMmMupoBaHHI n1e4e6HO-
npoduIaKTUYecKue CpefcTBa, Uc-

OIb3yeMble IIPY Pas3INIHbIX Hapy-
IIEeHsIX 0OMeHa OKCA/IaToB.

[Tpn HacmoeHUM MUKPOOHO-BOCTIA-
JUTENbHOTO MpOLiecca HPOBOAAT
KYPCBHI JIedeHNUsI aHTUOMOTUKAMMU
Y YPOCENTUKAMMA.

JncnancepHoe HabniogeHue

B cBA3M C OINTENbHBIM, HEPEOKO
NPOTPECCUPYOINUM TedeHUeM
IOHOKK y peTteit Heo6XORMMO IIpO-
BeJleHle CUCTEeMATU4YeCKOM [IUC-
MaHcepusanuy B YCIOBMAX 3Tal-
Horo Habmogenus. C 3Toll Ienbio
JKe/IaTe/IbHO B CUCTEMY 3TAIlHOTO

nevenns 6onpabx JTHOKK BxiIIO-
9ITh MECTHBII HedpOmorndeckuii
caHatopuil u 6anbHeonedenne. [s
npodpmraktuku JHOKK u xanb-
1ueBoro HeponuTUaza peKoMeH-
LyeTcs AMCIAaHCepHOe HaOMofeH e
HeTeil U3 ceMell, B KOTOPbIX MMe-
eTcA Hac/lefCTBeHHas Ipeapac-
MOJIOXKEHHOCTb K MOYEKaMEHHOM
601e3HH, C IIPOBefieHNeM perysap-
HOTO NPOQUIAKTUYECKOTO Jede-
HIA, BKTIOYAIOIIEr0 AMeTOTepanuio,
INTHEBON peXUM, BUTAMIHOTEpa-
mio (A, E, Bs) u gpyrue Buppl nede-
HYIS, IPEXTe BCero GUTOTepanmuIo.

JddeKTUBHaA dapmakoTepanus. 42/2013
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Dysmetabolic nephropathy with calcium oxalate crystalluria
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The article addresses current concepts of pathogenesis, diagnosis, treatment and prevention of dysmetabolic
nephropathy with calcium oxalate crystalluria. Therapies are specified according to the stage of dysmetabolic

nephropathy with calcium oxalate crystalluria.
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BupycaccoummpoBaHHbIN
[JIOMEPYIOHePPUT
1 9P PeKTUBHOCTD
Tepanuu Budeponom

y IeTey C IepBUYHBIM
TOPMOHOYYBCTBUTEIbHBIM
HepPpOTUIECKUM CUHIPOMOM

A.A. JTetapue', B.B. Jnund', B.B. Mannnosckas®, E.A. Pyxuikas',
T.I. Hlarr', T.C. I'yceBa?, O.B. Ilapmmnna®

Anpec ana nepermcku: Bragumunp Bukroposnd JInns, vdlin@pedklin.ru

B cmamve dan 0630p nyonuxayuii, nocésuLeHHbIX BUPYCACCOUUUPOBAHHOMY
enomepynoneppumy (I'H). CyujecmeeHHvim akmopom, cnocoocmeyousum
suUpycHoil nepcucmenyuu y 6onvHolx I'H, aensgiomcs HapyweHus 6 cucmeme
unmepgeporna. Ha ocHosanuu 0anHvix co0CMeeHH020 UCCIe006aHUS
060CHO0BbIBACTNCA BKIIIOUEHUE 8 KOMNIIEKC mepanuu 0emeti ¢ nepeusHbLM
20PMOHOUYBCMBUMENILHBIM HePPOmU1ecKUM CUHOPOMOM UHmeppepora
anva-2b uenoseueckozo pexombunanmuozo (npenapam Bugpepon®).

Kniouesvie cnosa: supycol, demu, 2nomepynoHepum, npomueosupycHas
mepanus, UMMYHOMOOYIUpYouLas mepanus, Bugepon®
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nomepynounedppur (FH) -
I‘HBYCTOPOHHCC nudodysnoe

BOCIIaJICHM€ TI0YeK C IpPeNMY-
I[eCTBEHHBIM IIOPa>keHUeM KIy-
60ukoB. Hanbosee 4acTo UMMyHO-
MATOTeHETUYECKUM MeXaHM3MOM
passutua I'H aBnderca mMmyHoO-
xomIiekcHblit (70-80% oT o61ero

uyncna 6onpabix ['H). B mocnegnme
OeCATUNeTNSI U3MEHM/INCH HalIN
NpeACcTaBIeHNsA O BUPYCHOW MH-
dbexuM B L1eIOM U O POIYU BUPY-
coB B naroreHe3e ['H B wacTHOCTHU
[1-3]. BupycaccouumpoBaHHBIM
HaspiBaerca I'H, npn xotopom yc-
TAaHOBJIEHA 3TUOJOTUYECKAA WU

IIaTOreHeTNYeCKasi pojib BUPYCHOM
MHQPEKIN.

B nopassioneM 6OMBIIMHCTBE CITy-
yaep acconmanuu I'H ¢ Bupycom
renatuta B (BI'B) ormeuaercsa 6ec-
CUMIITOMHOE MJ/IM MaJIOCUMIITOMHOE
TeYeHMe TeNaTUTa, IPOsBIAIONeecs
IPEeNMYIIeCTBEHHO B BIJE N30 PO-
BAHHOTO TOBBIIIEHNSA aKTUBHOCTHU
TpaHcaMuHas. CyllecTByeT 3aBUCH-
MOCTb MEXJY KIMHUYECKO aKTVB-
HocTbio I'H n tutpom anturen BI'B,
cepokoHBepcueit antuten K HBcAg,
a Tak)ke YPOBHeM cIelnduIeckux
LUPKYINPYOMNX UMMYHHBIX KOM-
IIJIEKCOB, COlep)KaHUeM aHTUTEHOB
BI'B B moueuHoit Tkauu [1, 4, 5].
XOoTA MO KIMHUYECKNM HPOsBIIe-
HUAM ¥ MOp(OIOrnyecKuM mpu-
snakaM ['H, cBsasanusiit ¢ BI'B-nH-
dex1meit, 3a4aCTYI0 He OTINYAETCS
oT BapuaHTtos I'H, mpu KoTOphIX
9TOT BUPYC He ObI OOHApY>KeH,
B TO )Xe BpeMs MHOTUe UCCIefoBa-
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tenu [1, 6] ormevaror, yro muas ['H,
acconuupoBaHHoOro ¢ BI'B-ungexk-
1Mell, XapaKTepHBbI:
= BBICOKAs 4acTOTa 060CTpeHMIT;
= HeQpPOTMUYECKMIT CHUHAPOM CO
CMeIIaHHBIM MOYEBBIM CUHJPO-
MOM Y 607bIIelt YacTy 60IbHBIX;
= [pEeUMYIIeCTBEHHOe  pa3BUTHE
3a00/IeBaHMs Y MATIbYMKOB B JO-
IIKOJILHOM BO3PacCTe;
= CKJIOHHOCTb K TOPIUJTHOMY Tede-
HIIO;
= HeJOCTATOYHBIN OTBET Ha CTepo-
UJHbIE I UMMYHOCYIIPeCCHUBHBIE
IIperaparhl.
B mocnegame 10-15 met yacToTa
BbIABNeHNA Mapkepos BI'B y mereit
¢ I'H cuusnnacy Ha nopagku. Takum
06pasoM, B pesyabTaTe IPOBOJU-
MoOI1 BakuMHauuu ponb BI'B kak
9TMOIATOreHeTHYeCKOro (pakTopa
npu I'H pesko ymeHbInmace.
Opnako Bupyc remaruta C (BI'C)
HO-IIpe>KHEMY HepeJKO BbIAB/IACT-
cAy JeTeil ¢ TaXenbIMu GpopMaMu
I'H. ITocne orkpoiTusa BIC B 1989 1.
M YCTAaHOBJIEHUSA TECHON CBA3U
CMeLIaHHOM KPMOTIOOyIMHEMUN
¢ BI'C-undexineit crama akTUBHO
M3y4aThCs POIb 3TOTO BUpPYCa B ITa-
torenese I'H. Yacrora BbiABNEeHNA
CMeIIaHHOM KPMOTTIOOyIMHEMUN
cpenu 6onpHbIX ¢ BI'C cocraBnser
34-54% [7-9]. CMmeuraHHbBIE KpUO-
IJIOOYIMHBI COCTOAT U3 IMMYHO-
rno6ynnHoB (Ig) pasHBIX KIaccos,
yame IgG u IgM, co cBoitcTBamn
peBMaTONAHOrO (paKTOpa — MOHO-
k1oHanbHOro IgM-kamnmna (II tnm)
u nonukno”anpHoro IgM (III tum).
Haub6onee BbicOKOI HepUTOTEH-
HocTbIo obnagaet II Tum xpuorno-
oynmnuemnun [7]. Mopdonornuec-
ku I'H, acconumposannsiit ¢ BI'C,
B TOM 4YNCJIe M IIPOTEKAMIINN
¢ KpuornobynuHemuei, 61M30K
K MAMONATUYeCKOMY Me3aHTMOKa-
nunasipaomy 'H. Ognako mopdo-
JIOTVYecKye U3MEeHEeHMA B IMOYKax
OpU KPUOIITOOYIVHEMUYEeCKOM
MesaHrnokanunnapuom I'H umeror
0COOEHHOCTH, OTINYAOIINE €TO OT
UMOIMATNYeCKOTO Me3aHTMOKa-
nunnaproro I'H I tuna:
= BHYTPUKAIWIIApPHBlE TPOMOHL,
cocToAmMe W3 IPeLUINTaTOB
KPUOITIOOY/IMHOB 1 MMelolne
By, GUOPWILSIPHBIX MM KPUC-
TaJUIOUJHBIX CTPYKTYP IPU JIEK-
TPOHHOJ MUKPOCKOIINY;

Meauatpus. N° 4

Tema Homepa: 3a007eBaHIA MOUEBOIT CUCTEMbI Y fiE

" TUIEPKIETOYHOCTh  KIYOOUKOB
U3-3a MaCCUBHOI MHPUIBTpaLUM
JIeIKOIIM TaMM, ITTAaBHBIM 06pasoM
MOHOIIMTAMI;

= BbIpa)KCHHOE Y[BOCHUE M yTOJ-
meHne 6GasanpHONM MeMOpaHbI
KJIy60YKOB II0YEK;

* BaCKY/JIMT C IIOpaKeHUeM apre-
PUIL MENKOTO ¥ CpefHero Kaamnob-
pa ¢ yqacTkaMu GprOpMHOUIHOTO
HEKpO3a U MOHOLMTApHON MH-
¢dunpTpanyet CTeHKN.

CBs3b KPHUOTTOOYINHEMUIECKOTO

MesaHrnokanmmisgpaoro I'H ¢ BI'C-

nHpekuerr 6b1a MOATBEPXKAEHA

B JMCCIeJOBAaHVAX, IPOBELEHHDIX

B EBpomne (Mranus, ®pannns, Ve-

manus), CIIA n dnonnu. B nacros-

Iiee BpeM: BBIABIIAIT CTPYKTYPHbIE

6enkn BIC B MMMYHHBIX OT/IOXe-

HUAX B KIyOOUYKe M MHTEPCTUIIVN

[10]. ITo manusiM O.B. YymakoBoit

[11], He6onpInast M yMEepPEeHHO BHI-

pakeHHass KPUOTIIOOyIMHEMUsS

(+, ++) BBIABIATACD y 44,4% pmerell

¢ TH, acconyunposannsm ¢ BI'C-

nHdeknneir. OfHAKO Mccaeno-

BaHUA NIPOBOJUINCH B YCIOBMAX

MMMYHOCYIIPECCHBHOI Tepanuu,

4TO He MCK/IIYaeT 60jiee BBICOKIX

JICXOIZHBIX YPOBHEN KPUOIIo6ymu-

HOB y JAHHBIX IanueHTtoB. Kmu-

HUKO-Tab0paTOpHbIe MPOSIBICHNUS

I'H B coueranun ¢ BI'C-undexiiu-

eil MaJio OTIMYANIUCh OT TAKOBBIX

npu BI'B-accounmmposannom I'H

U B 6OJIbIIIEI CTeIIeHN OTIMYaNUCh

ot I'H 6e3 nopasxenns medenu. Ilpu

cogetanuy I'H ¢ BI'C-undexnuei

y 60NbIIVHCTBA GOJBHBIX HapALY

C Topa)keHUeM IOoYeK U MedeH! OT-

MeyajyCh M3MEHEHMA CO CTOPOHBI

APYTUX OPraHOB M CUCTeM (KOX-

Has ChIIlb, CYCTaBHON CUHJPOM,

Iopa’keHue ceppla, sHnedanomna-

THU, 0PTaTbMONOTUYECKIE U3Me-

HeHNs) B Pa3HBIX KOMOMHALMAX.

Pe3ncreHTHOCTD K CTeponaaM Oblra

BBISIBIEHA y Bcex pgereit mpu I'H

B coueranunu ¢ BI'C [11].

MeHee u3yuyeH BOIIPOC O PO Tep-

HeCBUPYCHOI MHPEKINN B 3THOTIO-

run u narorenese I'H. OcHoBHas

u Haubomee XxapaKTepHas 0coOeH-

HOCTb 3TOJI I'PYIIIBI BUPYCOB — UX

CIIOCOOHOCTD K PasBUTHUIO IATEHT-

HOJI MIePCUCTEHIINN C IPUCYTCTBU-

eM BMpYycHOro renoma. VHpexmnu-

OHHBIII BUPYC 00pa3yeTcs TOIBKO

B IIepYIOf] peaKTUBaLuy MH(eKIMN.

Ny
NS

B enom (OBPEMEHHAA NPOTUBOBUPYCHAA

Tepanna 3pOeKTUBHO YMeHbLLAeT

KNUHIYECKIe NPOABAEHNSA repnecBIpyCHoil
HOEKLUY, 0AHAKO He NpeAoTBpalLaeT

PELAnBOB 3a00N1eBaHWA.

B cBA3M C 3TUM NPEANPUHNMAtOTCA

MONbITKN HEMOCPEACTBEHHOIO

BO3JEICTBIUA Ha UMMYHHYIO CUCTEMY
C LNIbI0 CTUMYNALWMIA ee CneLnduueckux

I HecneLmduyeckix akTopos.

Bupyc obrmagaer TpOImu3MoM K In-
Te/IMAIbHBIM VI HEPBHBIM KJIETKaM,
KepaTOTpOIleH. PenuinBIpoBaHNIO
reprecHoit nHEKUNN CIoco6CTBY-
10T ()aKTOPBI, CHIDKAIOLINE IMMYH-
HYIO 3aIUTY, B YaCTHOCTM MHTEp-
KyppeHTHbIe NHPEKINN, 0COOEHHO
ITHEBMOKOKKOBAs 1 BUPYCHAs, YIIb-
TpadnoneToBoe 06/MyUeHNE, TOP-
MOHA/IbHBIE N3MEHEHIS M IMMYHO-
CYIIpecCUBHBIE JIEKapCTBa. 3aluTa
OpraHm3Ma IPOTUB BUPYCa IIPOCTO-
ro repmeca (BIIT') cBsasana ¢ kie-
TOYHBIM UMMYHUTETOM, B HEPBYIO
odepefb C MOHOHYKJIEAPHBIMU
K/IeTKaMM, KOTOpPble YY4acCTBYIOT
B crenuuIeckoM 01acTOreHHOM
OTBeTe ¥ aHTUTEN03aBUCUMOI I[U-
TOTOKCUYHOCTH, a TaKXKe C eCTecT-
BEHHBIMII KVJIIEPHBIMI KJIETKAMIL.
I'ymMopanpHbIl UMMYHNUTET HE JaeT
3alUThl IPOTUB PELMAUBOB VH-
dexun [12].

TeprecBMpyCHI Yallle BCETO BBIAB-
JISIIOT B GMOTOTMYECKIX KUFKOCTSIX
(kpoBb, MOYA M/VI/IN C/IIOHA) METO-
JIOM KY/IbTYpa/NbHOI AMAarHOCTUKY
MM TONMMEPAa3sHON LENHON pe-
akuuu (ITIIP). s uccnegoBaHus
aHTuren knaccos IgG u IgM x rep-
necBupycaM (LMTOMEransoBUpPyC
(IIMB), BIII, Bupyc OmuteitHa —
Bapp (B9B)) npuMeHs0T UMMYyHO-
depmentHsrit ananus (VIOA).

Y merenn ¢ I'H ormevaeTcs BbICO-
Kasg MHQUIMPOBAHHOCTD BUPY-
caMy, 0COOEHHO U3 ceMelicTBa
Herpesviridae. BIII' I Tuma ompene-
JISIETCsI Y TIOJIOBUHBI OO/IBHBIX C OCT-
ppiM TedyenumeM I'H, npuuem
yale — y fieTeil ¢ HeQpOTUIECKUM
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BknioyeHne anutenbHoii (4o 3 mecaues)
Tepanuu BudepoHom B KOMMAEKC NeyeHins
NALNEHTOB C FOPMOHOYYBCTBUTESbHbIM

HEPOTUYECKUM CUHAPOMOM,

aCCOLMNPOBAHHBIM C repnecBUpYCHOI
MHOEKLIMEIA, NO3BONAET CHU3WTH YACTOTY
DELMANBOB HEGPOTUUECKOTO CHAPOMA.

20

cunpgpomoM (q=0,64), 4eMm ¢ Heppu-
tndeckuM (q=0,2). OueHp penxo
y meteint ¢ octponporekaromum I'H
onpepenAwTcsa IIMB u BIIT' II Tuna.
BIIT' I tmna 4gaie BbIfensieTcs u3
KpPOBU, peKe M3 MOYU U JIKIIb B ef[1-
HUYHBIX C/Ty4asx — U3 CIOHBI [13].
CymecTBeHHBIM (PaKTOpOM, CIIO-
COOCTBYIOIINM BUPYCHOI II€pCIHC-
tTeHun y 6onpubix TH, sBasorcs
HapylLIeHNA B CUcTeMe MHTepdepo-
Ha (MOH).

VccnenoBanus 1O M3y4eHUIO PO
V®H npu I'H y peteit penkn. Tak,
Ha IpyuMepe HeOONbIION I'PYIIIbI
nereit V. Stefanovi¢ 1 coaBT. ONUCHI-
Ba/lMl CHUJKEHME YPOBHA VHAYIU-
poBanHoi mpopykunu VIOH-ramma
K/IeTKaMy nepudepuieckoi KpoBu
Ipyu penupyuBe U Ha POHe CTepo-
MIHON Tepanyuy FOPMOHOYYBCTBHU-
Te/IbHOTO HePPOTUIECKOTO CHUHJ-
poma (I'THC), opnako B pemuccun
I'MYHC ypoBHM MHAYLMPOBAHHOTO
VN®dH-ramMa He OTIMYAIUCh OT
KOHTpOnbHBIX [14]. O6 onpepneneH-
HOM CHIDKeHUN MHTepdhepoH006-
pasoBaHUA y JeTeil, CTpafaloinx
I'H, HeoHOKpaTHO Mucany u oTe-
yecTBeHHbIe uccaemoBarenu [1,
2, 15]. Tak, B.B. Inun [1] Be1aBun
NOCTOBEpPHOE CHUJKEHME MHTep-
¢deponoobpasoBanus y 83 pmereit,
CTpajaoIIuX pasnuyHbIMu ¢Gop-
mamu I'H, npudyem mocToBepHBIX
pasnmunii B 3aBUCKMOCTI OT KJIU-
Hudeckoit ¢popmsl ['H monydyeno He
6bu10. V3yueHue nurepdepoHOBO-
ro cTaTyca B [ByX TpyIIax fierel
C TOPMOHOPE3VUCTEHTHBIM Hedpo-
tuyeckuM curppomom (I'PHC)
n 'YHC noxasano 3HaumMTenbHOE
cHIKeHMe npogykuun VIOH-anb-
¢a u VIOH-raMMa OTHOCKUTEIBHO
HOPMATMBHBIX IIOKa3aTeseil, Ipu

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

9TOM YpOBEHb CBIBOPOTOYHOTO
VIOH 6bi1 moBBILIEH TO CpaBHe-
HUIO C HOPMOIL. VI XOTA n3MeHeHus
OBITV OHOTUIIHBI, B TPYIIIIe JieTell
¢ 'PHC Habnomanuch JOCTOBEPHO
6oree BhIpa)KeHHble HApYIIEHNUA
uHTepdeponosoro craryca (VIOH-
anbda, -raMMa U CBIBOPOTOYHBII),
vyem y gereit ¢ 'YHC [2].
[IpeAmonoXUTeIbHO, IPU YIACTUN
BUPYCHOI MH(QEKIMU B MATOTeHE-
3e I'H Ha doHe adpdexTuBHOTO MC-
HOb30BAHUA NMPOTUBOBUPYCHOI
Tepamuy MOXeT HabIoIaThC
yIydlleHne TeYeHMs] M yMeHbIIe-
HUe BBIPAXEHHOCTY KIMHUYECKUX
nposBieHnit 3a6onepanns. Imome-
pynoHedpuUT, acCOLMNPOBAHHBIN
C 9KCTpapeHaTbHBIMU BUPYCHBIMU
nHpEeKUVsMY, OOBIYHO MHUIINAIN-
3UPYeTCsl TMOCPERACTBOM CIOKHBIX
peaKuuil KOMIIOHEHTOB MMMYHHON
cucrempl. Hampumep, MMMyHO-
[I00YIMHBL HUPKYIUPYIOUNX M-
MYHHBIX KOMIIJIEKCOB MOTYT IIO-
BPEXJaTh [TIOMEPY/LSIPHbIE KIIETKI
npu akTuBanuu Fc-pernenTopos,
HO CIIOCOOCTBYIOT /M KOMILIEKCHI
BUPYCHBIX HYK/IEMHOBBIX KICIOT
IJIOMePY/LAPHOMY BOCIIa/IeHUIO, He-
u3BeCcTHO. MoJIeKy/IApHble IIaTONO-
rMYecKue MeXaHM3MbI, IIPY IOMO-
I[M KOTOPBIX BUPYCHBIe MHDEKIUN
MOTYT BbI3bIBaTh I'H, II0Ka He BhIAB-
nenst [16, 17].

JledeHne repnecBupycHON nHpEK-
UM TpPeACcTaBasAeT CIOXKHYIO 3a-
mauy. Bce pasHoo6pasme MeTOnOB
JledeHnst 1 NPOQUIAKTUKI TepIiec-
BUPYCHBIX MHEKIUII B KOHEYHOM
cueTe CBOAMTCA K TPeM OCHOBHBIM
HofiXofaM: MMMYyHOTepanuu (mpe-
HapaThl BHYTPUBEHHBIX MMMYHO-
rnobynuuos, VIOH n BakimHanms),
xumnorepanuy (C IpuMeHEHNEM
IpenapaTos aHOMaJIbHBIX HYKJIEO-
3umoB) nub6o ux KoMOuHauuu [18,
19]. B nmutepaTtype TpymHO HAlITU
efHOe MHEHMe OTHOCKUTEIbHO
[IpUMEeHEeHNUs IPOTUBOBUPYCHBIX
IpernapaToB B HepOIOTUY, B YaCT-
HOCTU TIPU PasNMYHBIX KIMHUKO-
mopdonornyecknx Bapuanrax ['H
[1, 13, 18, 20]. B 1ienmom coBpeMenHas
[IPOTMBOBUPYCHAs Tepanms 9¢-
(eKTUBHO yMeHbIIaeT KIMHUYeC-
KJe NPOsIBICHNS TepPIIeCBUPYCHOIL
nHpEKINY, OfHAKO He IpefjoTBpa-
11aeT peyuauBoB 3aboneBanns [18].
B cBsA3M € 9TUM IPeIPUHIMAIOTCS

HOIBITKY HEIOCPECTBEHHOTO BO3-
[eVICTBYSI Ha UMMYHHYIO CUCTEMY
C Lle/IbI0 CTUMYIALMY €e CIelu-
buveckux u HecmenmdpuIeckux
¢daxkTOopoB. YUnThIBas CKazaHHOE
BBIIIIE, MOXXHO IIPEIIONIOXUTH, ITO
KOMOVHMPOBaHHOE IpUMEHEeHIe
HPOTMBOBYPYCHBIX IpenapaTos
6ymeT croco6CTBOBATD CHIDKEHUIO
YaCTOTHI I MHTEHCUBHOCTH TepIIec-
BUPYCHBIX MH(EKUMIT 11, KaK CIIef-
CTBUeE, IPUBELET K IIOJIOKUTENBHOI
ouHaMmuke Tedenus ['H.

Lenv uccnedosanuss — U3y4UTh CO-
crosinne cuctembpl VIOH-anbda
U -TaMMa U OLeHUTDb 3P PeKTnB-
HOCTb BK/ITIOYEHUA PEKOMOMHAHT-
Horo VI®H-anpda-2 (Budepon®)
B KOMIIJIEKC JIeUeHWsI IePBUIHOTO
I'YHCy peteit.

MaTepuan bl U MeTo[bl

Briio o6cnenoBano 38 fmeteit, cTpa-
[AIONIVX HePBUYHBIM HeppoTIIec-
kuM cungpomom (HC), B Tom uncre
7 pereii ¢ nebrorom HC, 8 - ¢ perju-
puBupyroomum tedenuem ['THC,
23 - C TOPMOHO3aBUCUMBIM Bapu-
aHTOM HedppoTuueckoit popmbr ['H.
OunprpanyonHas GyHKIUA MOYEK
y BCeX HaleHTOB OblyIa COXpaHHa.
Cpenu 06cnefoBaHHBIX Ipeobia-
mamyu Manpaukiu — 29 (76%). Bospact
metelt 6611 OT 2 o 17 1meT, cpemHuit
Bo3pacT cocrasun 9,9 +0,7 ropa.
Crenenp akTuBHocTy HC ompe-
fenAaach COIIACHO CIeRYIoINM
kputepusam (21, 22]: III cremens -
BBIPa>KEHHBIl OTEYHBII CUHAPOM,
BIUIOTb [0 aHacapKy, BbIpa>keH-
Hble OMOXMMMYeCKMe IIPU3HAKH
HC (rumomporemHeMus, TUIO-
anbbyMmHeMus < 25 r/71, TUIEpPXO-
JTecTepMHeMMNA), NPOTEUHYPUA
HedpoTHYECKOrO ypoBHA (6osblIe
3 r/cyT); Il cTeneHb — OTEUHBINT CUH-
IPOM OTCYTCTBYeT, 61OXMMUYeC-
kue npusHaku HC MuHMMaIbHBI
(ampOyMMH KpoBMU > 25 1/11), IpOTe-
nHypuA<3 r/cyt; I ctenenn — oTe-
KOB HeT, OMOXMMMYecKue IpU3Ha-
ku HC orcyrcryor (anbbymMuH
kpoBu > 30 r/71, BO3MOXHa OCTa-
TOYHAs T'UIIePXOJeCTepUHeMMNA),
npoTenHypus MeHee 1 r/cyT; 0 cre-
HeHb - KJIMHUKO-TabopaTopHas
peMuccus, OTCyTCTBYUE 3KCTpape-
HAaJIbHBIX, OMOXMMUYIECKUX HPH-
3gakoB HC n ModeBoro cmHppoma
(6ermok B MOYe OTCYTCTBYET).
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Bce manueHThI 6bUIM pasie/ieHbl Ha
3 rpynmsl mO CTeleHM aKTMBHOC-
T HC: B mepsylo rpynny Bouan
12 metent ¢ aktuBHOCThI0 HC I1-II1
cTemneHn, B ToM 4ncie 8 (67%) Manb-
4uKoB U 4 (33%) IeBOYKM, CpejHMI
Bo3spacT — 9,9 +1,3 roga; BO BTOPYyIO
rpynny — 20 fereil ¢ aKTMBHOCTDIO
ropmMoHodyBcTBUTenbHOro HC
I crenenn, B Tom uucie 16 (80%)
Manb4nkoB u 4 (20%) meBOYKMH,
cpepunmit Bospact — 10,2 £0,9 ropga;
B TpeTblo Ipynny - 6 gereit ¢ HC
B pemuccun 6osee 4 Mecs1eB, B TOM
qucie 5 (83%) manbunkoB u 1 (17%)
JEeBOYKa, CPEeJHMI BO3pacT -
9,0 +1,6 rofa. KonTponpHyio rpymn-
Iy COCTaBUIN 8 IMPAKTUYECKH 370~
POBBIX fieTell, B ToM 4ucie 6 (75%)
Manb4nkoB u 2 (25%) meBOYKMH,
cpenHuit Bo3pacr - 8,78 +0,86 ropa.
Takum obpaszoM, U3ydyaemble IPyII-
IIBI 10 TIOJTY U BO3PACTY IOCTOBEPHO
He pasnnyanucs (p>0,05).

BceM meTsAM OCHOBHBIX TPYIII JC-
C/IeOBAaHMA U TPYIIIBI KOHTPOIA
onpenenanu yposHu VIDH-anb-
¢da u -raMMa B CBIBOPOTKE KPOBU
(B TOM 4mcIIe CBIBOPOTOYHBIN YpO-
BEHDb U YPOBHM CIIOHTAHHO ¥ MH-
LYUMpPOBaHHOI mpopykuum). Jns
ompepeneHuss UHTep(PepPOHOBOTO
CTaTyca UCIOIb30BaNach BEHO3HAS
KPOBb, IIOCTAHOBKY T€CTOB IIPOM3-
BOJVII B ieHb 3a60pa KpoBu. VIHKy-
6alMI0 pa3BefleHHOI CPefoil KPOBU
ocymecTsnsanu npu 37 °C B aTMoc-
depe 5% CO, B Teuenne 24 4acos.
Onsa napgykuun VOH-anbda nc-
IIO/Tb30BAJICS PACTBOP, COTEPKAIITNI
Bupyc 6onesuu Hprokacna. Konnen-
tpauuio VIOH-anbda B criBopoTke
KpOBU OIpefesin UMMyHObep-
MEHTHBIM METOZIOM C IPUMEHEHNEM
TeCT-cUcTeMbl «a-VIHTEppepoH -
VI®A - BECT» (3AO «Bekrop-
Bect», r. HoBocnbupck-117). Pe-
3y/IBTAaThl OLCHVMBAJIU, UCIONb3Y
UMMYHOGEepMEHTHBII aHaIM3a-
Top Anthos-2020 (“Anthos Labtec
Instruments GmbH”, ABcTpus).
BonpunmucTBy gmeteit (n=23), opu-
HABIINX y4YacTHe B UCCIEOBAHNI,
1 BCeM AETSAM IPYIIIIbl KOHTPOJIA IIPO-
BOJIMJIOCDH JICCTIEOBaHMe JIeIKOKOH-
IIeHTpaTa KPOBM U OCaZKa MOYM Ha
nammaue [IMB, BOb u BIII' metomom
TP ¢ npuMeHeHMEM COOTBETCTBYIO-
mux Hab6opos “Herpes simplex virus
1 type”, “Human cytomegalovirus”

Meauatpus. N° 4

Ny

Tema HoMepa: 3a60neBaHuA MOYEBOIA CUACTEMbI yue@“\g

Tabnuya 1. Yposeno UDPH-anvda (nke/mn) y oemetii c nepeuunvin I'YHC 6 3asucumocmu
om axmueHocmu npoyecca (M+m)

C . CnoHTaHHasA VIapynupoBaHHas
Ipymms1 I;;I]:I())II-)I(-)ZJ(I):(;ZM TPORYKIA TPORYKIA
VI®H-ansda VIOH-ansda
I(n=12) 3,79+1,80 2,22+0,99 543,05+ 166,69
II (n=20) 3,58+2,22 2,98+1,02 407,97 £86,97
III (n=6) 29,03+9,80 9,42+7,44 425,45+147,48
KoHnTponbHas (n=8) 0,87+0,87 3,61+2,12 1511,51+521,91

Jocmoseprocmb pasnuuuii mexcoy epynnamu

Prn > 0,05 > 0,05 > 0,05
Pim > 0,05 > 0,05 > 0,05
Pi-xormpons > 0,05 > 0,05 < 0,05
Pum > 0,05 > 0,05 > 0,05
Pri—xorrpons > 0,05 > 0,05 <0,05
Prti—xonrpons < 0,05 > 0,05 < 0,05

u “Epstein-Barr virus” (HII® «Ilen-
Tex», MockBa). Hanmuume anturen
kmaccop M n G ompepensani ¢ moMo-
mpio VIPA ¢ nmpuMeHeHMeM KOMMep-
YeCKIX MIMMYHO(EpMEeHTHBIX Habo-
POB 1 TECT-CUCTEM [I/I BBIABIECHNA
COOTBETCTBYIOIINX UMMYHOITIOOY/IN-
HoB (HITO «/ImarHoCTmvecKme CucTe-
MbI», MOCKBa).

Craructudeckas o6paboTKa momny-
YEeHHBIX JAHHBIX IPOBOAVIIACH NIPU
oMol mporpaMmsl Statistica 6.0.
IIpoBepka HOpPMa/NIbHOCTU pacIpe-
Je/leHMA OCYILIeCTBIANACh C UC-
nonb3oBaHueM Kputepusa Konmoro-
posa — CMmupHoBa. [Tpu oTnmmyHOM
OT HOPMAJIBHOTO pacIpeje/leHNN
IIPM3HAKOB JCIIONb30BANINCh He-
ImapaMeTpuyecKkmue CTaTUCTUYeC-
K1e MeTOojibl. VIsyuenue pasnuunii
ABYX HeCBA3AHHBIX TPy IIPOBO-
AVJIOCH C IIPMMEeHEHMeM KpUTepus
ManHa - YutHu. [Ina onpenenenus
KOppeALVY IPUMEeHICA Helapa-
MeTpUYecKnit KoapPpuimeHT Kop-
penanun CnupmeHa. [Ipu mpoBepke
CTATUCTUYECKUX TUIMOTe3 Ha/ln4ue
CTATUCTUYECKOI 3HAYVMOCTH OIIpe-
IenAnoch npu sHadvennu p <0,05.

Pe3y1'leaTbI uccnepoBaHuA

Y pereit ¢ nepuynbiM ['YHC Hesa-
BJICHIMO OT aKTMBHOCTY IIpoIiecca
CpeJHNUIT YPOBEHDb CLIBOPOTOYHOTO

VI®OH-anbda 6bi1 Bl 110 CPaBHE-
HUIO C TPYIIIION KOHTPO/IS, HO TOJb-
ko y nereii B pemuccun HC BoisiBIe-
Ha focroBepHas pasuuia (p <0,05;
Tabm. 1). CpeHNIT YpOBEHDb CIIOH-
tanHo npoxpykunu VIOH-anbda
He 3aBucen oT akTubHocTu HC
U TOCTOBEPHO He OTAMYANCA OT
II0Kas3aTesiell KOHTPOJIbHON IPYyII-
nbl (p>0,05). CpegHuil ypoBeHb
MHAYLMPOBAHHON TPONYKIUK
VI®H-anbda y feTell ¢ IepBUIHBIM
I'YHC BHe 3aBMCMMOCTH OT aKTHB-
Hocty HC 6bI1 OCTOBEpHO HIIKE,
4yeM B rpynie Koutpons (p <0,05).
KoppenAanum Mexjy ypOBHAMMU
coiBopoTouyHoro VOH-anbda,
CIIOHTaHHOI IPORYKIVY, UHAYLU-
posannoro VI®H-anpda u crerme-
Hb10 akTUBHOCTU HC He BbIABIEHO
(p>0,05).

Y4acTHUKM OCHOBHONM TPYIIIIBI,
KOTOPBIM HPOBOAUIOCH BUPYCO-
Tornyeckoe obcnefoBaHye I
BoiaBneHus [IMB, BIIT' u BOb-
nudexun meromgom ITIIP (23 pe-
6eHka), ObIM pasfeseHbl Ha TPH
noarpynnsl. ITogrpynmy A cocra-
BuUMM 14 mereil ¢ OTpUIATENbHBI-
MJ pe3ynbTaTaMy OIpeJeleHNs
IIMB, BIIT, BOb B xpoBu n Mmodue,
B ToM uncie 11 (79%) ManbunKkoB
n 3 (21%) meBouknm (cpemHMIT BO3-
pact - 9,14 +0,97 rona); HOATPyII-
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Tab6nuya 2. Yposenv VIOH-anva (nxe/mn) y demeii ¢ nepsuunvim I'YHC 6 3aéucumocmu
om nepcucmenyuu zepnecéupycoé (M +m)

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

upbl, XI0pOyTUH, TVKIOCIOPUH A,
MukodeHonmaTa MopeTuI B CTaH-
JapTHBIX JO3MPOBKaX).

B mepBoit rpynme cpejgHee KO-
nudectso penupusos HC po
N TocCle BKAKYEHUA IIpemna-
patra Budepon® cocraBuio

CrnoHTaHHas
TIPORYKIFVS
NdH-ansda

Vnpynuposannasa
TPORYKIVA
NdH-ansda

CBIBOPOTOYHBI

Toprpyrmmst NdH-ansda

A (n=14)* 6,64+4,16 5,94+3,24 504,04 + 141,50
sl 1,58 0,24 1 0,44 £0,17 B roj co-
B (n=9)** 6,75+4,60 0,84 +0,50 447,24 +235,21 OTBETCTBEHHO. Bo BTOpOII Irpymnie
(6es BKIOYEHNUs B Tepamuio Bu-
B (n=8), KOHTpONbHAA 0,87+0,87 3,61£2,12 1511,51£521,91 depoHa) KOMMYECTBO PEIUINBOB

HC po Bx1roueHns B ncciaenoBaHme

Jocmoseprocmy pasnuuuii mexody nodepynnamu
M CITYCTS TOJ, HabOMIOeHNA COCTa-

Pas > 0,05 > 0,05 > 0,05 Buno 1,59 0,26 n 0,72 +£0,21 B rofx

cooTBeTcTBeHHO (p <0,05; pucy-
Pas > 0,05 > 0,05 <0,05 HOK). Ha 0CHOBaHUM 3TUX JaHHBIX
P, > 0,05 > 0,05 <0,05 MO>XHO 3aK/ITIOYUTh, YTO BKJIIOYE-

* — metn ¢ T'YHC 6e3 akTuBHOII repriecBupycHoit nHGekiyn 1o ganueim ILP; ** — netn ¢ T'YHC ¢ BpIABICHHOI
AKTUBHOI repIiecBUPYCHON MHeKIeit o fanubimM [TITP.

51,87
5 1,6
8 1,4
£

s 1,2+
= 14
L

20,8
o

8 0,6
ot

é 0,4
5 0,2
2 o

1,58

Ipymma I
(¢ BrmoyeHneM Budepona)

1,59

[pymma II
(6e3 Bucgepona)

B KomuecTBO pelanBOB 10 UCCIe[OBAHNA
W KommyecTBO peluanBoB yepes ofyH rox (p <0,05)

Pucynox. Yacmoma peuuousos HC 6 200 6 3asucumocmu
0Mm npuMeHeHUS 8 COCIAse KOMNIIEKCHO namozeHemu4ecKkoti
mepanuu npenapama Bugepon®y demeii c TYHC
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ny b - 9 geTeit ¢ monoXuTenbHOI
peakIjueit XoTs ObI Ha Of[UH U3 OIpe-
Ie/IsIeMbIX TepIIeCBUPYCOB B KPOBU
u/unu mode, B ToM uucie 5 (56%)
Manb4uKOB 1 4 (44%) eBoukm (cpepi-
HUIT Bo3pacT — 6,72 +£0,95 roga);
noarpynny B (koutpons) — 8 mpak-
TUYECKY 3[JOPOBBIX fieTeil, B TOM
qucie 6 (75%) manbankoB u 2 (25%)
meBouku (cpegHMIT BO3pacT -
8,78 £0,86 roga) ¢ OTpULATETbHBI-
MM pe3ynbraramu TecToB Ha [JMB,
BIIT u BOb B kpoBu 1 Moye.

HesaBmcumMo OT yCTaHOBIEHUSA
¢daxTa MHPUUMPOBAHUA TepleCcBU-
pycamu (BIIT, [IMB, BOB) cpenumuii
ypOBeHb chiBOpoTOoYHOTO VIDH-
anbda y meteit ¢ mepsuynbiM [YHC
OBLI BbIIIE, YeM B KOHTPOJIbHON
rpynme. CpegHNI YPOBEHDb CIIOH-

taHHOV npopykunuu VMOH-anbda
TOCTOBEPHO He 3aBUCETI OT HAJIM4MA
NEPCUCTUPYIOLEN TepIeCBUPYCHOM
MHQEKIVN U He OTIMYAJICA OT II0-
Kasaresns rpynnsl KoHTpons. Cpep-
HUJI ypOBEHb MHAYLMPOBAHHOI
nponykuuu VI®GH-anpda He 3aBu-
cell OT Ha/lMM4MsA NepCUCTUPYIoIei
repIecBUPYCHON MHQeKIuMU, HO
ObII JOCTOBEPHO HIDKeE, 4eM B IPYII-
e KOHTPOA (TabmI. 2).

3arem 36 pmeTell, BKIIOYEHHBIX
B mcciaepoBanue (2 pebeHka mus3
38 BBIOBIIN IO BO3PAcTy), OBIIN
paspeneHnpl Ha 2 rpynnbl. Ilep-
BYIO TPYIIy cocTaBuau 18 perei,
B ToM uncnie 13 (72%) Manb4uKoB
n 5 (28%) neBouex (cpemHMiT BO3-
pact - 6,7 £0,7 roma), KOTOpbIe
B COCTaBe KOMIIJIEKCHOI Tepamnunu
HC nmonyvanu npemnapat VMIOH-anb-
¢da-2b (Budepon®) ¢ mporusosu-
PYCHON ¥ MMMYHOMOZ YN PYIOLIEi
penamu (1 cynmosuropuit 2 p/cyt
C MHTEpBa/IoM 12 4acoB B TeuyeHUE
10 gHeli, 3aTeM — 3 pasa B HeJlE/I0
yepes JeHb B TeuyeHUe 4-6 mecs-
uesB (o 7 net — 150 toic. ME 2 pasa
B JeHb, ctapue 7 ner — 500 ThIC.
ME 2 pasa B genb)). Bo BTOpyio
rpynny ObliM BKIIOYeHBI 18 mereit,
B ToM uucie 13 (72%) Manb4uKoOB
n 5 (28%) neBouex (cpemHmMit BO3-
pact - 9,3 £1,1 ropa), He ONy4aB-
mux Budepon® B KoMmiekcHoI Te-
panun HC. I'pynnst focToBepHO He
pasnuyanuch 1Mo NpoOBOAMMOI Ia-
TOTEHETUYECKON MMMYHOCYIIpec-
CUBHOII Tepanuu (ITIOKOKOPTUKO-

Hue BudepoHna cnocobcTByeT cHu-
JKeHMI0 4acToThl penuausos HC.
OpHako, yuYnThIBass HeOOIBIIYIO
YJCIEHHOCTDb TPYII MCCIeloBa-
HUA, TPYJHO OLEHUTDb pasiudue
BO BAMAHUM JAHHOTO IpemapaTa
Ha TedeHue 3ab0/eBaHUs y HeTell
C penMAMBUPYIOIIUM TOPMOHO-
YyBCTBUTETbHBIM U TOPMOHO3aBMI-
cumbim HC.

Taxkum obpasom, y mereit ¢ ['YHC,
He3aBUCUMO OT aKTUBHOCTY 3a007Ie-
BaHUsI, OTMedancst 6omee BHICOKUI
ypoBeHb cbhiBOpoTOo4YHOTO JVIDH-
anbda U 3HAYNMTE/NTbHOE CHIUKEHMNE
ypoBHA MHAynuposanHoro VIOH-
anbda [0 CpaBHEHNIO C KOHTPOJIb-
HOJI I'PYIIIOi, YTO YKa3bIBaeT Ha
Hapyurenye cuctemsl VIOH n ocna6-
JIeHUe TIPOTUBOBYPYCHOI 3al[UTEHL
9TO COOTBETCTBYeT AHHBIM JINTE-
patypsl [4, 5]. Y mereit ¢ BbIABIICH-
HOJ IIEPCUCTEHIMEII TePIIECBUPYCOB
MMeeTCs TeHeHINA K 60Jlee HM3KO-
MY YPOBHIO CIIOHTAHHO ¥ MHyLIM-
posanHoit npopykuun VIOH-anbda.
OTMeTuM, YTO aHA/IOTUYHbIE 3Me-
HeHUs MHTep(EPOHOBOTO CTaTyca
B BIJle IOBBLIIIEHNSA CBIBOPOTOY-
Horo VIOH u sHauuTenbHOrO CHU-
JKeHMA VHYIVPOBAHHON HPORYK-
uun VIOH-aneda 6p11m moKa3aHbl
M.B. JlyromkuHbIM [2] y peTel
¢ 'PHC.

Bxrouenue pantenbHoit (o 3 mecs-
1eB) Tepanuyu Budeponom B xomi-
neKkc nmedenus manuentos ¢ ['YHC,
ACCOLMIMPOBAHHBIM C TepIIeCBUPYC-
HOJI MH}eK1Melt, TO3BO/seT CHUSUTD
JaCTOTY PeLUANBOB, YTO KOCBEHHO
yKa3bIBaeT Ha 3HaueHMe IepCUCTU-
pylolleli BUPYCHOI MH(eKIUY B pe-
uupuBuposanum HC.

JddeKTUBHaA dapmakoTepanus. 42/2013
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Virus-associated glomerulonephritis and efficacy of Viferon in children with primary

steroid-dependent nephrotic syndrome
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Literature data on virus-associated glomerulonephritis (GN) are presented. Interferon system abnormalities promote
virus persistence in GN patients. Basing on the results of own study, the authors recommend using of human
recombinant interferon alfa-2b (Viferon) as add-on therapy for primary steroid-dependent nephrotic syndrome.
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PEMACTPALINS NMYBANKALIWIA, npescTasneHHOM Ha cavTte www.neurology.ru, ¢ cofinoae-
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MecTo npoeeaeHus; 3aaHve MpasuTenscTea Mocokeel [y, Hoewiit Apbar, 4. 36/9)

OPMKOMINTET KOHDEPEHLINIA: TEXHWHECKIWA OrMPAHN3ATOP:

Tex: [499) 740 BO/9 D00 s AMAND

e-mail nkoEnewnnlogy.u. WWWNeLTIDGY U Tea/haxc [495) 631 7383
Hay--O-x0OPAMHBLIMOHHER OTaes TFEY «HLUH» PAMH e-mail: dialog2008@inbax.ru, tv_press@inbax.rny,
rmsess Hetaem Mo, 000 | ey M EXDOCOIBIoG L

MosbxDea ExaTepmHa NecHaDaHa




Y
N

QDI'BY «Mockosckuti
HUV neouampuu

u OemcKoti Xupypeuu»
Munsopasa Poccuu,
Mockea

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

KimHn4yeckoe sHayeHne
BbIABJIEHVA HUKTYPUN
151 000CHOBAHIA
[TATOT€HEeTNYECKON TepaIInN
y neren ¢ cuHgpoMoM I'AMII

H.b. I'ycesa, B.B. [Jnun, C.JI. Moposos, K.B. bysanosa

Anpec nna nepenncku: Cepreit Jleonnzgosnd Moposos, mser@list.ru
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nysvips1. Ilokaszano, umo é6edeHue 6 Komnaexc mepanuu Munupura
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UMEPAKTUBHbI MOYEBON IIy-
FSprb (TAMII) - gacro BcTpeya-

foljeecs 3aboneBaHue y aeTeit
crapuie 5 neT. B crpanax CeBepHoit
Esponsl, Hapumep, TAMII guaraoc-
tupyerca 'y 17% pmereir 5-12 net [1].
B HacTosIIee BpeMs STUOIOTYA U T1a-
torene3 TAMII no xoHIa He usyye-
HBI, TeM He MeHee YCTaHOB/IEHO, YTO
TAMII MO>XeT 6BITH C/IENCTBMEM KaK
HEIPOTEHHbIX, TaK ¥ HEHEVPOIeH-
HBIX IOpakeHuit [2].

B cBA3U ¢ MHOrO(aKTOPHBIM IIATO-
TeHeTNYeCKMM MeXaHU3MOM (Mop-
bodyHKIIMOHANbHASA HE3PENIOCTD,
yTHeTeHJe BereTaTUBHOI HepBHOII
CHCTEMBI, JeUIUT PErMOHaPHOLO
KpoBocHabxeHus1) cuugpom FTAMIT
y peTei IpencTaBisgeT coboii 1o-
TUATUOIOTMYECKOe 3abo/IeBaHMe.
Cumnromamu TAMII aBnsatoTca yp-
TeHTHOE MOYeNCITYCKaHNe, IMIIepa-
TUBHOE Hellep>KaHue MOYM U HUKT-

ypus [3].

Huxrypust - kouTponupyemoe (mipu-
BoOJslee K IPOOYKIeHNIO) YN He-
KOHTpo/upyeMoe (BO BpeMs CHa)
MO4YeNncIycKaHme fiBa u 6oiee pas
3a Houb. KiroueBbiMu ¢pakropamu
9TOTO MATOJIOTMYECKOTO CUMIITOMA,
CYIIECTBEHHO CHIDKAIOLIETO KavyecT-
BO XKV3HU TAIMEHTa, ABJIAIOTCA HOU-
Hasl MOMUYPUsI U HEZOCTATOUHOCTD
pe3epByapHOI (YHKIUU MOYEBOrO
ny3sipsi. [lonuypust B codetaHun
€ MaJIBIM 06'beMOM MOYEBOTO ITy3bIPs
CO3[AI0T YCTONYMBY «KOH(IUKT-
Hylo curyanuio». Cyrs KOH(IMK-
Ta — B HapylleHnu OajaHca MeXAY
VHTEHCUBHOCTBIO IIPOAYKINMI MOYN
U CIIOCOOHOCTBIO MOYEBOTO ITy3bIPS
K ee HaKOIICHMIO B HOYHbIE YaCHI.
B aTux cy4asx guypes HOUBIO Ipe-
BBIIIAET (PYHKIMOHATBHYIO0 eMKOCTb
MOYEBOTrO ITy3bIpsi, YTO MPUHINIIN-
aJIbHO MeHseT IPYUBBIYHBII X0 IPO-
Ijecca BbIBE[EHVSI MOYM Ha yPOBHE
HIDKHETO OT/[e/la MOYeBOTO TPAaKTa,
IPOBOLMPYET YaCcThle MOYENCITYCKa-
HUs B HOYHOE Bpems [4].

JddeKTUBHaA dapmakoTepanus. 42/2013



Y4anuThIBasAg HE3pPeNOCTb BereTaTUB-
HOVL perynsauyy GpyHKIUY HVDKHUX
MOYEBBIX IIyTEN Yy JeTeil BClef-
CTBJ€ HEPAaBHOMEPHOCTHU PasBUTUA
OPTaHOB M CTPYKTYp B IIpoIliec-
Cce poCTa, HEOLHOKPAaTHOE HOYHOE
OIIOPO’KHEHMEe HOCUT HEKOHTPOIN-
pyembliit xapakrep. Jlo mocnegHero
BpeMeHI 3TO sBJeHMe OFNHO3Hau-
HO KBalMQUIUPOBAIOCh OJHUM
TEePMIHOM — «3Hype3».

OpHako HapylleHMsA Ha ypOBHe
«pellenTop/meTpy3op» ClaeayeT pac-
CMaTpUBATh C TOUKM 3peHNA MaTore-
Heza TAMII. Crioco6HOCTB fieTpy30-
pa afileKBaTHO OTBeYaTh HAa HEPBHBIN
VMITYJIbC BO3MOXKHO JIMIIb IPU yC-
JIOBUM HOPMa/IbHOTO 3HepreTmyec-
KOro obecriedeHns (6MO3HEPTeTHKI)
I7IaIKOMBIIIEYHBIX CTPYKTYP [5].
O6cnenoBanne MalIeHTOB C CUH]-
pomom I'AMII (16 578 uenoBek),
nposefieHHOe B LeHTpe «Ilatono-
IV MOYEVCIYCKaHNA JieTell U 1Of-
poctkoB» B 2007-2011 rT., BBIABNIIO
Hajm4unMe HUKTYPUM U TIOTNYPUN
B BUJIe ABYX U O0ee 3MM30/0B SHY-
pesa 3a HOUb Y 40% (6458 uenoBex).
Pes3ynpTaThl KIMHMYECKUX HAOIIO-
neHnit peteit ¢ cugpomom 'AMII
MIOCTTY KTV OCHOBAaHMEM JIJIA IPOBe-
JeHNA TpegMeTHOTO UCCIeOBaHU A
YacTOTBHl BCTPEYAEMOCTV HOYHOI
MONMNYPUN Y TAKMX ITALIMEHTOB.
Llenpro nccnemoBaHms ABIAIOCH BbI-
ABJIEHJE HOYHOI IIONIMYPUM Y ieTeN
¢ TAMII u oneHka 3¢ peKTUBHOCTH
IpUMeHeHNsI Cy6IMHTBaNTbHOTO fec-
mompeccna (MuHMpnH TabIeTKN
MOABSI3bIYHbIE) B KOMIIJIEKCHOM
JIeYeHN.

Matepuanb! n metofbl

O6cnegoBano 150 merent 5-17 ner
¢ cungpomom 'AMII. B nporokon
MCCIEeNOBAHMUS BK/IIOYEHBI TAHHBIE
IHeBHMKA MOYENUCITYCKaHNs, KaleH-
Zapsi SNM30[0B HefepXKaHVsI MOYI,
pe3y/IbTaThl 00ILIero aHalM3a MOYu
U TIpOOBI IO 3SMMHMIIKOMY, Ypodroy-
MEeTPUH C OTIpefeNieHneM 06beMa oc-
TaTOYHOII MOYM, Y/IBTPa3ByKOBOTO
nccnegoBauus (Y3M) mouex u move-
BOTO Iy3bIps. /I cTaHgapTU3alum
DAHHBIX U IOCTERYIOLIEro CTaTIC-
TUYECKOTO aHaNM3a KAMHUYIECKAs
OlLleHKa HapYIIEeHUI MOYeNCITyCKa-
HUs TPOBefleHa 1O Tabnuile KBa-
mumerpun E.JI. Bumnesckoro [6].
B Tabnuie cucremMaTu3uMpoOBaHbI

Meauatpus. N° 4

Ny

Tema HoMepa: 3a60neBaHuA MOYEBOIA CUACTEMbI yue@h\g

ocHoBHble cumritombl [AMII, a cre-
IIeHb VX BBIPXKEHHOCTU M3MepeHa
B Oajutax.
ITpu obcnenoBanuy 150 manyeHToB
BBIICHUIOCH, 4TO 88 (58%) meTeit
VIMeJU TOJIbKO MMIIePATUBHBIN CUH-
npom, a 60 (40%) mereit 5-17 net —
VMIEepPaTUBHBIN CUHAPOM U HOUHYIO
monuypuioo. Y [BYX MaIeHTOB ObLI
BBIAIBJIEH IOBEHVJ/IbHBIN CaXapHBIN
nuaber, ¥ OHU OBUIM MCKIOYEHBI
M3 VICCIEeJOBAHMSA ¥ HAaIPaBJICHBI
K 9HJJOKPUHOJIOTY.
Y 50 manueHTOB C MMIIEpATUBHBIM
CUHAPOMOM M HUKTypMeHl IpoBe-
IeHO yIIyOleHHOe 00cIefoBaHIe.
Husain mccmeoBaHUA COOTBET-
CTBOBAJl YPOBHIO JIOKa3aTelbHOC-
1 2(B), To ecTh 6bUTO TIPOBeEEHO
PaHOMU3NMPOBAHHOE, KOHTPOIMPY-
eMoe MCCIefoBaHme, Ipyu KOTOPOM
CTAaTUCTUYECKMIT aHAIU3 OCYIIecT-
BJISIETCA Ha OCHOBAaHUU TaHHBIX
He6O/IbIIOTO KOMMYECTBA OONbHBIX
(me 60o1ee 50) [7].
Ha sTame mepBUYHOTO CKpPUHMHTA
OBbIIV KYIMPOBaHbI MUKPOOHO-BOC-
ManuTeNbHble MPOLECChl HUKHUX
MOUYEBBIX ITyTeli. VICXOmHO paccTpoii-
CTBAa MOYCNCITYCKaHUA ObIIN BbI-
PaXXeHHBIMY, YTO IOATBEPK/IA/IOCh
OLIeHKOIT B 27-30 6a/1/10B METOLOM
KBaJlIMMEeTPUM, KOTUYECTBOM 3HY-
pesoB B cyTku — 6onee 1 smmsona
3a HOYb, 00bEMOM HOYHOTO AUype-
3a — 50% u 6oree CyTOYHOrO, CO-
CTOAHMEM MMIIEpATUBHOTO CUHJPO-
Ma — 3HAUNUTE/IbHBIM yMEHbIIeHeM
BO3PAaCTHO! €MKOCTM MOY€BOTO
ITy3BIPs, YACTOTON CIIOHTAaHHBIX MO-
Jeycrnyckauuit — 6omee 12 B CyTK,
SMU30/laMU THEBHOTO HeyjepKaHuA
Moun — 6onee 2 pa3 B cytku. Ha-
OrmofieHre TPOBOIVIIOCH B TeUeHNe
3 Mecs1IeB.
Cratuctuyeckyo o6paboTKy pe-
3y/IBTATOB 3TOTO YINYyO/IEHHOTO MC-
C/IeIOBAHNA MPOBOAVIN C UCIOJb-
30BaHMEM METOJOB OIIMCAaTe/TbHOI
CTaTUCTUKM ¥ PACYeTOM IOBEpM-
Te/IbHBIX MHTepBanoB. HoMuHanb-
HBII1 ypoBeHb 3HauMMocTy — a = 0,05.
ITpoBepKy CTaTMCTUYECKUX THUIIO-
Te3 MPOBOAMIN C MCIOTb30BAHN-
eM METOJIOB HellapaMeTpU4ecKoil
CTaTUCTUKIL:
= TUIOTe3y OJHOPOJHOCTU MaTe-
MaTMYECKUX OXXUTAHWUI I He-
3aBUCHMBIX BBIOOPOK  (Tpymm)
nposepsmu  Kputepuem Kpame-

pa — Yomua [8], rumoresy opgHo-
POMHOCTY TIPY MHOXKeCTBEHHOM
CpaBHEHUM CpeJHMX — Hemapa-
METPUYECKIIMI aHATOTaMy [BYX-
¢dakTopHOro IVCTIEPCHOHHOTO
aHa/mm3a (fu3ailH C IOBTOPHBI-
MU M3MEPEHUAMU) KPUTEPUEM
®pupmana (Friedmans test, 1937)
n xkputepuem Kseiig (Quade’s test,
1979) [9];
= amocrepuopubie (post hoc) cpas-
HEHUs B IMUCIEPCMOHHOM KOMII-
JIeKCe TIPOBEpsSIIN COITNIACHO pe-
koMenpmaruaM Conbsgau (Soliani,
1995) [10].
C NOMOUIbIO JAHHBIX CTATUCTUYEC-
KX MHCTPYMEHTOB OblIa [OCTO-
BEpPHO HOKa3aHa MCXOMfHAs OfHO-
PORHOCTD KJIMHMYECKNX TIPU3HAKOB
PacCTpONICTB MOYENCITYCKAHNA Y T1a-
IIeHTOB 0beux rpynm. Pacripenene-
Hlle TTal[MeHTOB II0 BO3PAaCTy IIpef-
CTaB/IeHO Ha puc. 1.

Pe3ylleaTbl ucanenoBaHuA

Y4YacTHMKM UCCIIefOBaHUA ObIIN
PaHIOMM3MPOBAHDBI B JIB€ I'PYIIIIbI
repanuy. [lanimeHTsl IEpPBOIN IpyI-
IIbI, B KOTOPYI0 Bouwn 20 feteit (Bo3-
PaCTHOII COCTaB yKa3aH Ha pluC. 2),
nojnydanayu 6a3oBYyI0 Tepammio, CTa-
OUNMU3UPYIOLIYIO IETPY30P, B COOT-
BETCTBMM C MMPOBBIM CTAaHJAPTOM —

22%

6%

/

/

14%

58%

o 7 net
W 8-11 et
B 12-14 ner
B 15 ner u crapie

Puc. 1. Pacnpedenenue nayuenmos ¢ HOUHOI noauypueil

10 803pACMHBIM 2PynNam

15%

5%
/

\
20% ‘\\
\

60%

o 7 net
W 8-11 et
B 12-14 ner
B 15 ner u crapie

Puc. 2. Bospacmuoii cocmnas nepeoii zpynnut (20 nayuenmos)
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o 7 net
W 8-11 ner
M 12-14 et
W 15 et u cTapuie

OKCrOy THHUH 1t MUHVPYH Tab/IeTKu
HOAbA3BIYHDIE Ha HOUb. OKcubyTu-
HuH (Jpunran 5 Mr) HasHadajcs
meTsaM mo 7 jieT mo 1/2 tabmeTkn
2 pasa B feHb; 8-11 et — 1o 1/2 ta6-
NeTKM 3 pasa B JieHb; 12-14 et -
o 1 rabnetke 2 pasa B JieHb U CTap-
me 15 et - mo 1 TabmeTke 3 pasa
B ieHb [11-12].

13%

23% \ 57%

Q

<

Puc. 3. Bospacmnoii cocmas émopotii epynnot (30 nayuenmos)

B MyHMPUH TabIeTKM HOAbA3BIYHbIC + OKCHOYTHHIH
B MoHoTepamns OKCHOY TUHIHOM
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Yepes 1 mec.  Yepes 3 mec.

Puc. 4. [Tunamuxa MuHuMAanvHozo 00vema MO4e8020 Ny3vIps
Ha poHe KOMOUHUPOBAHHOIL U 6a30601i mepanuu y demeti

¢ cunopomom TAMIT

Ha QoHe KOMNeKCHOro NleyeHnda

C npumeHeHneM MuHIpIHa TabneTok
NOABA3bIYHbIX OTMEYANOCh yBeNyeHue
NPOAOMKUTENbHOCTY NEPUOAOB XU3HIA Oe3
3NW30£0B HOYHOTO U IHEBHOTO HeJiepXKaHUA
MOUY, a Takxe 3OPeKTUBHOr0 00beMa
MOUYEeBOr0 My3bipA, Uero He HabnoaanoCh

y J1eTelA, NoyuaBLLNX TONBKO 6a30BYH0
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TEPanuto OKCI/I6yTI/IHI/IHOM.
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IIpnem Mwunupnuna TabaeToK
IOJ'bA3BIYHBIX ¥ BCeX JieTell ObLI
HayaT ¢ Jo3bl 60 MKr (1 TabmeTka).
Ho y 12 pereit B Bospacre 8-11 net
HavajbHYI0 03y 60 MKI IPUILIOCH
yBemuuTb 1o 120 MKr yepes 1 mecsiy
TIpyeMa, IOCKONbKY IIpY CpaBHEHNN
CyMMapHOro 6ajna BBIPa>KeHHOC-
TU PACCTPONMCTB MOYEMCIYCKAHMA
yepes MecsAl| Tepanyy CTaTMCTIYeC-
KOJI pa3HUIIBI C VICXOTHBIM YPOBHEM
HO/My4eHO He 6bUIO (28-26 6annos).
YBenuueHne 103l MuHMpMHa Tabe-
TOK IOLbA3BIYHBIX 4O 180 MKT 6b110
IIPOBefeHO 5 GONBHBIM B BO3pacTe
12-16 net nocite 1 MecAna nprema
B CBA3M C COXPaHEHMEM KIMHIYeC-
KOl CUMIITOMATHKI B IIPEXKHEM 00D~
eme (26-27 6anios).

Bropyro rpynmy cocrasman 30 ma-
I[MeHTOB (BO3PacTHOI COCTaB yKa-
3aH Ha pIUC. 3), TIOTYYaBIINX TOIBKO
6a30BYI0 Tepanyio OKCUOYTHHIHOM
B TOJ K€ I03MIPOBKE, UTO U B IIEPBOIL
IpyIie, B 3aBUCHMOCTY OT BO3pac-
ta. [To604HbIe AB/IEHNS, CBA3AHHbIE
C IpUeMOM OKCMOYTVMHUHA, B BULie
CYXOCTM CIMBUCTBIX 060mI0UeK
OBbUIM OTMEYEHBI TONBKO Y OHOTO
TIAIVIeHTa.

B mepBoii rpynmne B TeuyeHue cie-
Iyloljero mnepuopma Habniofe-
HUSA — 2-TO U 3-TO MecsIeB Jie-
yeHMs — KIMHMYECKas KapTHUHa
CTATUCTUYECKN 3HAYVMO M3MeHU-
JIaCh B CTOPOHY Y/IyUIIEHMS 3a CYeT
COKpallleHMs 06'beMa HOYHOI Io-
muypun 1o 38 + 8% B CyTKM U yBe-
nudenusi 9¢gdexTuBHOro ob6vema
MO4YeBOro MIy3bIpsA Ha 31%. Knnun-
yecKas KBaAMMETPUSA YIydIINaIach
10 21-22 6a10B, 4TO ABIAIOCH CTA-
TUCTUYECKY IOCTOBEPHBIM IIO CPaB-
HEHIIO C ICXO[[HBIMY IIOKa3aTe/LIMIL
Bo BTOpOIT Tpynme KIMHMYECKaSd
OlleHKa HapyLIeHMII MOYeUCIycKa-
Hus o E.JI. BumHeBckoMmy Oblna
Ha TaKOM JKe, KaK ¥ B IIepBOil IPyII-
Ile, ICXOJHOM YpOBHe — 25-28 6aj-
70B (MMIlepaTUBHbIE II03BIBBI, He-
JeprKaHle MOYM Ha BbICOTE II03bIBa,
9Hypes 2-3 pasa 3a HOYb, CHIDKEHIE
3 PexTUBHOTO 06BEMA MOUEBOTO
ny3bips). IIpu xonTpone adpdex-
TUBHOCTHU jIedeHusA 4depes 1 mecsr
OLleHKa M3MEHM/IACh 3a CYET yBe-
nudeHuss ob6beMa MOYEBOTO Iy3bI-
psA mo 25-26 6anioB, HO B IEJIOM
pesynbTaT ObII CTAaTUCTUYECKU
COMHUTE/IbHBIM, IIOCKOJIbKY He yaia-

7IOCh IOCTUYb COKpallleH!sA 4acTo-
TBHI 9Hype3a 3a OJHY HOYb (TO eCThb
u3 Kateropun «20 6annIoB» mepeiTu
B Kareropuio «15 6annos»). K 3-my
MecsAly y OONBHBIX 3TON TPYIIIbI
(6a3oBas Tepamnys OKCUOYTHHIHOM)
MaKCUMaJbHBII 00'beM MOYEBOTO
mysbIpA yBemuumiaca Ha 28%. Ouen-
Ka KBaJMMeTPUYECKMM METO[0M
B 9TOT II€PMOJ, M3MEHW/IACh 110 Pas-
fefaM MMIEPAaTUBHBIX IIO3BIBOB,
VMIEpaTVBHOTO HeflepyKaHMs MOYN
" 3pPeKTUBHOrO 06BEMA, COCTABUB
B LieJIoM 23-25 6a/IoB, OGHAKO 3TO
pasmrune He JOCTUITIO YPOBHA CTa-
TUCTNYECKO 3HAYMMOCTH IO CpaB-
HEHMIO C MCXOJHBIM 3HAYeHUEM.
Bornee Toro, momy4eHHbIN pe3ynbTaT
OBbUT Xy>Ke II0 CPAaBHEHMUIO C Pe3yIib-
TaTaMM IepPBOJ I'PYNIIBI Ha aHAJIO-
IMYHOM 3Tare KoHTposs (puc. 4).
3a cyeT coxpaHAWILIeNCA B IepBOit
TpyIIle HUKTYPUM KOMMYECTBO SIIN-
30/10B HOYHOT'O Helep>KaHUA MOYM
NOCTOBEPHO He M3MeHunoch. Ilpn
atoM y 17 meteit (57%) cOKpaTmunIoch
KOJIYEeCTBO 3MM30,0B HOYHOTO He-
mep>KaHusA ¢ 2 1o 1 3a HOYb, 4TO 1O3-
BOJIMJIO TIepeBECTH VX B APYToil pas-
psn (¢ 20 mo 15 6amoB).

TakuM 06pa3oM, YCTaHOBJIEHO, 4TO
IpY HAaJM4YUM YPTEHTHOTO CUHJPO-
Ma ¥ HOYHOJ HOIMYpPUN HAMIyd-
mIye pe3y/AbTaThl IOMy4eHBbl HpHU
KOMIIJIEKCHOM Ha3HAYe€HMM OKCHU-
OytuHuHa ¥ MuHMpuHa TabmeToK
HOABA3bIYHBIX. basoBad TepamusA
B BUJie OKCHOYTUHIHA yBeIN4INBAET
€MKOCTb MOYEBOTO ITy3bIPs HOYTH
Ha TPeTh, HO IOCKOJIbKY CYIIeCTBEH-
Has JI0JiA CHOHTaHHOTO OIOPOYKHe-
HUA MOYEBOTO IY3bIPs MPUXOIMUTCA
Ha HOYHbIe MOYENCITyCKAHNA, COXpPa-
HAIAACA MOMNYpUsA IPOBOLUPYET
HEKOHTponupyeMoe pedeKTopHOe
OTIOpO’KHEHIE IIy3bIpsl B HOYHOE
BpeMsi, YTO He yaydilaeT (QyHKINIO
yIep>KaHIA MOYM U, KaK CIefiCTBUE,
He IPUBOANUT K MOBBIIMIEHNIO CAMO-
OLIEHKU TAIVIeHTa.

PesynbraTel HabMIOfEHMIT TaLM-
€HTOB IIepBOJl I'PYIIIbI II03BONININ
clienaTh BBIBOJ, O TOM, 4TO COKpa-
IIeHVe 3MM30/]0B HeflepyKaHMA MOIN
HOYbIO yepe3 4-6 Hejenb Ipuema
MuyHypuHa TabneTOK MOABA3BIU-
HBIX 7o 1 pasa 3a HOYb (MCXOZHO
2-3-5 pa3) CyIecTBeHHO HOBBICUIO
CaMOOIIEHKY IeTeN U yaydIIuIo Ka-
YeCTBO )XVM3HY BCell CEMbIL.

JddeKTUBHaA dapmakoTepanus. 42/2013
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MuHMMa/IbHBI 06'bEM MOYEBOTO IIy3bIPsI, MJT

Puc. 5. CpasnumenvHoiii aHAIU3 MUHUMATLHOZ0 005eMA
MOU€EB020 Ny3bipsi 1 00/ HOUHO20 SHYPe3a Ha PoHe
KOMOUHUPOBAHHOIU U 6a30601i mepanuu y Oemeii ¢ CUHOPOMOM
TAMII

B xope uccnenoBaHyus HaMu Oblra
u3ydeHa AVMHAMMUKa MIHIMaIbHOTO
o6beMa MOYEBOTO IIY3BIPs U [OIN
HOYHOTO 3HYpe3a Yepe3 MeCsl] U Tpu
MecsIa Tepanuy B 06enx rpymmax.
OpHOPOZHOCTD TPYNI IO U3yUae-

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

MBIM II0OKa3aTe/IAM YCTAaHaB/IVNBAJII
Ha OCHOBaHMM Kputepus Kpame-
pa — Yamua. Uepes mecsl Tepanun
pesynbTaThl ObUIM CTATMCTUYECKU
HepasmauMsl (p = 0,049), Ho yepes
TPU MecAlld pas3auyuA JOCTUIIU
YPOBHsA CTaTUCTHYECKOI 3HAYM-
MOCTH JI/Ifl TAKUX ITAPaMeTPOB, KaK
o6weM (p = 0,00088) 1 HOUHOIT SHY-
pes (p = 0,000017) B epBoIi rpymIre
B OT/INYME OT BTOPOII (puc. 5).

Takum o06pasom, spdeKTUBHOCTD
nedeHus geteit ¢ curgpomom FAMIIT
C HUKTYpUelt ObITa BBILIe [IPY VCIIONb-
30BaHMI B COCTaBe KOMIUICKCHOII Te-
panuyu MuHupuHa Tab1eToK momb-
A3brHBbIX. Ha QoHe KoMmIekcHOro
TleyeHNA ¢ IpUMeHeHeM MuHMpuHa
TaO/IeTOK MOJbA3BIYHBIX OTMEYAIOCh
yBe/INYEHNe IIPOJO/DKUTEIbHOCTH
IIePUOJOB >KU3HM 0e3 SI130/0B HOY-
HOTO 1 JTHEBHOTO HeJlepsKaHuA MOYH,
a Taxxe s dexTrBHOrO 06BHEMA MO-
JeBOTO ITy3bIps, 4er0 He HAO/II0a/I0Cch
y JeTeil, HOMYYaBIINX TOIBKO 6a30-
BYIO TEPAIINIO OKCUOY TUHIHOM.

3akniouenune

ITpu o6cnemoBanuu 150 manneHTOB
¢ XarobaMy Ha SHype3 U MMIepa-
TUBHbBIE PacCTPOIICTBA MOYENCITYCKa-
HIsI Oy puist 6bl1a BeIsiB/ieHa y 40%
60nmpHBIX 5-17 meT. Takas BBICOKas
YacTOTa BCTPEYAeMOCTU HUKTYpPUN
y manueHToB ¢ TAMII Tpebyet ee
00513aTe/IBHOTO OIIPEieIeH sl B fya-
THOCTMYECKOM KOMIIJIEKCe U BBeJie-
HYsI MMHUpIHA Ta6TETOK O bSI3IY-
HBIX KaK 6a30BOTO JIeKapCTBEHHOTO
CpeficTBa B CTaHJAPT /Ie4eHNA Haps-
Iy C Tepamuell, cTabumnsupyome
merpysop. [IpumeHenne mpemnapara
MuHUpPKH TabIeTKN HOAbI3bIYHbIE
TpebyeT yBenMYeHMs HadaJbHOI
mo3bl Ha 100 1 200% B 1/4 cnydaeB
y TauueHToB crapue 12 net. Beepe-
HIe B KOMITIEKC Tepanuy MyHuprHa
Ta6/IeTOK IIOJbA3BIYHBIX CYIIECTBEH-
HO IOBBIIIaeT 3¢ GeKTUBHOCTD /leye-
Hua nanuenTtos ¢ TAMII, npusons
K YBEIMYEHNIO MUHVMAIbHOTO 00D-
€Ma MOYEBOTO ITy3bIPs VI CHVYDKEHMIO
YaCTOTHI FHype3a.
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Detection of nycturia as a background for pathogenetical treatment of overactive bladder in children
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Efficacy of sublingual desmopressin (Minirin sublingual tablets) was studied in children with overactive bladder
syndrome (OAB). Adding Minirin sublingual tablets to oxybutynin therapy significantly improved efficacy of OAB

treatment.
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a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

lunepakTNBHBIN
MOY€BOJ IIY3bIPb Y HETEN.
llepcrieKTUBHI
SHEPrOTPOIHOM TEpAIINN

B.B. [Inun, H.b. I'ycesa, C.JI. Mopo3os

Anpec s nepermcku: Cepreit Jleounosid Moposos, mser@list.ru

B cmamve paccmampusaemcst 00Ha U3 Haubosnee aKmyanvHolx
YypoHegponozuueckux npobuem y demeti - 2unepaKmueHvLli MO4e6ou ny3vipb
(TAMII). B Hacmosiuee 8pemst AKIMUBHO U3YUAIONICS HOBble 36eHbS NAMO2eHe3d
passumus TAMII y demeti. Bedymcs pa3pabomku namozeHemuueckux nooxo00e
K neueruto. [Jo HACMosiuyezo 8pemeHuU He YOeNANIOCh HYHHO20 BHUMAHUS
UCCTIE008AHUI0 YPOBHS KAPHUMUHA U e20 coeduteHuil y demeti c TAMIIL. B cmamve
NPUB0OSMCS OaHHDbLe O COCOSHUL KAPHUMUH0B020 00meHa Y demeti ¢ TAMI],
NOKA3aHA €20 83AUMOCBA3b C MANECIO KIIUHUYECKOTE KAPMUHBL 3A0071e6AHUS.

Knrouesvie cnosa: demu, HeiipozeHHas OUCHyHKUUST MOUEB020 NY3bips,
2UNePaKMUBHbLIL MO4e60TL NY3blpb, KAPHUMUH, AUUNKAPHUMUHDBL, L-kapHumun
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elffporeHHas AUCPYHKINA
HMoquoro Hy3bIps Y AeTeit

BCTpeYaeTcsl 3HAUMTEIbHO
Jalre, 4eM IIPUHATO cunrarh. [To gan-
HBIM Dsifia MCCTIe0BaTesIelt, Hapylie-
HYSA MOYENUCIYCKaHUA BCTPEYaloTCs
y 10% pmeteit [1-3]. Tlo pe3ymbraram
MHOTOILIEHTPOBOTO MCCIeTOBAHIS,
IIPOBEJEHHOrO dKCIepTamn Mexpy-
HapOJHOro o0liecTBa 10 IpobieMe
Hefiep>kaHusa Moun y geteit (Interna-
tional Children’s Continence Society -
ICCS) B crpanax CesepHoit EBpomnpr,
9T HapylleHys HaOmopaTcsa y 17%
mereit 5-12 nmer (Www.i-c-c-s.org).
Cpeny HepOTOrMYECKUX U YPOJIOTH -
4eCcKuX 60/IbHBIX 3Ta 1ndpa JOCTUra-
et 50-60% [4-5].
TepMuH «IUIEpaKTUBHBI MoOdYe-
BoI1 mmy3bipb» (AMII) 6bin BBepeH

B 1997 1. Me>xxgyHapo#HbIM 0011ie-
CTBOM II0 IpobyieMe Hefep>KaHMUs
mouu (International Continence
Society — ICS) u mMpoKo UCIIONB30-
BaJIC BO B3POCJ/ION YPOIOTMYECKON
npaktuke [6]. B geTckoit yponorun
nonsAtue «cuHgpom 'AMII» npume-
Hsercsa ¢ 2004 r. [7].

[nnepakTMBHBI MOYEBON My3bIPb —
crienm¢udeckas JUCHYHKIUA Mode-
BOTO Iy3bIpsl, KIMHNYECKN TTPOSAB-
JISTIOIASICS TIOJTHBIM VTV HETIOJTHBIM
CUHAPOMOM MMIIEPATUBHOTO MOYe-
UcIycKaHuA (IO/UTaKUYpUs, VIMIIe-
paTUBHBIE ITO3BIBBI, MMIIEPATUBHOE
Heflep>KaHye MOYM U HUKTypus) [8].
KnyHnveckuit cMIITOMOKOMITIEKC
TAMII y feTeit 1 B3pOCTbIX OT/AMNYA-
eTcda. B megmarpmyeckoi mpakTuke
T'AMII npepncraBnsger co60i CUH-

APOM, KOTOPBIII IPU ORVHAKOBBIX
KIMHNYECKNX MPOABIEHUAX — TIOJI-
JIAKNYpYs, UMIIePaTUBHBIE TTO3BIBEL,
UMIIepaTUBHOE Heflep>KaHMe MO4n
M [p. — MOXeT OBITb CIIefiCTBUEM
HaJICerMeHTAPHBIX MTOPAXKEHUN KaK
C IeTPY30PHBIM KOMIIOHEHTOM, TaK
u 6e3 Hero [9], uTo TpebyeT mpoBe-
IeHMs KIVMHUYEeCKOTO YPOJUHAMU-
4eCKOro 06C/IeNoBaHNs KaK METOMa
nuddepeHIaNbHON IMAarHOCTUKIA.
B 60nblIMHCTBE HAOMIONEHNIT JIET-
ckux yponoros T’AMII xnuundeckn
NpPOAB/IAETCSA HE TOJNbKO YPreHT-
HBIM CHHJPOMOM, HO ¥ 3IM30/iaMI
HOYHOTO 3HYPe3a, COIPOBOXKAAETCS
U COKpallleHMeM BO3pacTHON eMKOC-
TV IIy3BIPs, M HUKTypuel [8].

TAMII npepcraBsieT co60il cepb-
e3HYI0 IpOo6IeMy MeguaTpuIecKoi
MPaKTUKY, TaK KaK JJINTENbHO CY-
IIeCTBYIOLIAs BHYTPUITYy3bIpHAA THU-
HepPTEeH3MsI CIOCOOCTBYET PasBUTIIO
ocnoxHeHnit. PU3NOTOTUYECKUIA
CMHEPTY3M ITIAJKVX MBIIII JeTPy30-
pa ¥ IOIepeYHO-II0/IOCAThIX MBIIIII]
CchUHKTEPHOTrO MeXaHM3Ma 3aK/TI0Ya-
€TCs B VX II00YePEeTHOM COKpaIeHUN
u paccnabneHnnu st obecredeHns
HAKOIUIEHVsI, XpPAHEHUsI U TOTHOM
aBakyanyy mouu. Ilpu ¢usuonorn-
YeCKOJl HOpMe M3MEeHEeHMs BHYTpPMU-
ITy3BIPHOTO JIaBJIeHVs HAIIOJTHEHM
MEX/Iy IYCTBIM ¥ IOJTHBIM MOY€BBbIM
mysblpeM 0OBI9HO MeHbIte 10-15 cm
BopmHOro cromba [10, 11]. ¥V marmen-
toB ¢ TAMII BcnemcTBMEe HajcerMeH-

JddeKTUBHaA dapmakoTepanus. 42/2013



TApPHBIX IIOPAXKEHUIT Pa3IMIHOIO Ie-
Hes3a HapylIeHNe CONPYKeCTBEHHON
TeATEeNbHOCTY MYCKY/IaTyphl IeTpy-
30pa U CQUHKTEPOB OTPUIIATENb-
HO CKa3bIBAeTCs Ha ero (pyHKIMm.
B aHaMHe3e TaKMX feTeit, Kak IpaBu-
JI0, IIPUCYTCTBYIOT BHYTPUYTPOOHAsA
TUIIOKCHS, TIepJHATaNIbHasA dHIeda-
nonatusi, MOpPOPyHKI[MOHATbHAS
HespenocTb. Cumnrombr T'AMII
Y meTeit cTapuie 5 JIeT CONPOBOXKA-
I0TCA Pa3/IMYHBIMI BereTaTBHBIMU
PaccTpoiCTBAMI.

B nmocnepHue rogbl pAR UCCIefoBaTe-
neit [10, 11] BbIfenA0T HU3KIE U BbI-
COKJIe TPYIIIbI PMCKa IO BO3HMKHO-
BEHMIO BTOPUYHBIX OCIOKHEHUI
Ha OCHOBE YPOBH:A BHYTPUITY3BIp-
HOTO JaBjleHMA. B ToM cmyuae xorzma
BHYTPUIIY3bIPHOE JIaBJI€HNE TIPEBbI-
maet 40 ¢cM BojHOro CTonba, mpo-
UCXONT CHIDKEHUe KIyO6O0dKOBOIX
¢bunpTpanuy, yXyguaercs gpeHax
MOYY II0 MOYETOYHMUKY, YaIIeIHO-
JIOXaHOYHOM CUCTEME, YTO IIPUBOJUT
K 0OCTPYKTMBHBIM I'poHedpo3aM
MY Ty3bIPHO-MOYETOYHUKOBOMY
pedrroxcy. Jake B OTCyTCTBIME ped-
JIIOKCA VMM PacUIVMPEHNS BepPXHUX
MOYEBBIX ITyTell BBICOKOE BHY TPUITY-
3bIPHOE JIaBJIeHNe HapyIIaeT IMaccax
MOUYM B MOY€BOIT ITy3bIpb. JI100bIe ma-
TO(DM3NONIOrNYeCKUe MPOL[ECCh, KO-
TOpble BBI3BIBAIOT ITOCTOSHHOE VN
MHTepMUTTHPYIOIee ITOBBIIIEHNE
IABJIeHNs B MOYEBOM ITy3bIpe BbIlle
40 cM BOJHOTO CTO/10a, IOMEL[AI0T
pebeHKa B IPYIITYy BBICOKOTO PYCKa
10 Pa3BUTHUIO BTOPMYHBIX OC/IOXKHE-
HUI, TAKMX KaK ITy3bIPHO-MOYeTOY-
HMKOBBIT pedIIoKc, peluaBIpPYIO-
e MHGEKINN MOYEBON CUCTEMBI,
00CTpyKTUBHBIE TUAPOHEDPO3HI,
YTO B KOHEYHOM MTOT€ IPUBOAUT
K GOpMMPOBAHUIO IIOYEUHOI Helo-
craroy”octu [11, 12].
IOuarnoctuka TAMII 6asupyetcs
Ha JAaHHBIX aHAMHe3a, KIMHIYeCKOI
OIleHKe MOYEVICITYyCKaHMA MEeTOLOM
KBa/IMMETPUM U KJIMHIYECKOTO Ypo-
IMHAMUYECKOTro 06CIeloBaHmA A/
HOATBEePKAeHNA Befylell poiu Jyc-
(byHKIMY MOYEBBIX Iy Tell B GopMu-
POBaHMN CHH/IPOMA.

KnuHnyeckass oljeHKa COCTOSHMA
HIDKHUX MOYEBBIX ITyTell 1o Tabnuie
E.JI. BUIIHEBCKOTO ABIAETCS KOMU-
YeCTBEHHBIM METO[IOM IIPUK/IaJHO
KBanuMeTpun. Tabnnija BKIIOYAET
6 pasyenos, KOTOpbIe 3aIIOTHAITCS

Meauatpus. N° 4

Tema Homepa: 3a007eBaHIA MOUEBOIT CUCTEMbI Y fiE

Ha OCHOBAHMM [IHEBHMKA CIIOHTaH-
HBIX MOYEMCITyCKaHMIi, Ka/leHjaps
3HYype30B 1 aHanu3oB Moun. Cym-
MAapHBIiT 6171, YKa3bIBAIOLINIT Ha BBI-
paKeHHBIe PACCTPONCTBA ([HEBHbIE
VI HOYHbIE NPOABJIEHUA [U3YPUM,
Heflep)KaHMA MOYM, HOYHasA MOJN-
ypus, MUKPOOHO-BOCIIAINTEIbHBII
IpoIiecc), HAXOAUTCS B IIpefiesiax
40-30 6annoB. CpenHsisi CTemneHb
BBIPOKEHHOCTH PacCTPOVICTB XapaK-
TepU3yeTCcs KyNMpOBaHMEM MMUKPO-
OHO-BOCIATNTEIBHOTO IIpOIjecca

U COKpAIlleHVeM CUMIITOMOB AM3-
ypuu; oneHuBaeTcs ot 30 go 20 6an-
70B. MeHee BbIpa)KeHHas, JerKas
CTeIlleHb, KaK IPaBIUJIO, HAOMIORAETCS
IIPY IIOJTHOM WIM YaCTUYHOM BOCCTa-
HOBJICHUN pe3epBYapHOIl (pyHKINU
MOYEBOTO ITy3bIpPsI, IOJTHOM VTN Yac-
TUYHOM KYNUPOBAHUM YPreHTHOTO
CHHApOMa; OlfeHMBaeTcs ot 20 6as-
7I0B 1 HyoKe (Tabnmia) [9].

Knunnueckoe ypopmHaMudeckoe
obcreoBaHMe BKIOYaeT ypodoy-
METPMIO U PEeTPOTPajjHYI0 LMCTO-

Tabnuya. Ouenxa cunopoma umnepamuerozo moueucnyckauusi (TAMII)
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NS

CuMnTomMsI CocrosiHne Bamnbr
Her 0
1. VIMIiepaTUBHEIT TO3bIB He kaxpplit feHp 1
Ha MOYENCITyCKaHIe Kaxxpplit feHb — 1-2 pasa 2
Kaxxplit ;eHb — HECKOIBKO pa3 3
Her 0
He xaxxmpiii meHp 1
2. ViMnepaTBHOeE Heflep>KaHe MO4K ”
Kaxxpplit jeHb — 1-2 pasa 2
Kax/iplif leHb — HECKOJIbKO pa3 3
Her 0
He xa>xmplit MecsIt 1
3. Her{pomsBoanoe MOYENCITyCKaHe Heckonbko pa3 B MecAL] 5
BO BpeMs CHa Heckonbko pa3s B Hefiemno 10
Kaxpyio Houb — 1 pas 15
Kakry1o HO4Yb — HECKOIbKO Pa3 20
A) Yncmo MOYENCIYCKaHMIi B CyTKM
5-8 0
9-10 1
11-12 2
13-14 3
15-16 4
17-18 5
19-20 6
20 u 6oree pas 7

4. PUTM CIIOHTaHHBIX MO‘IeMCHyCKaHMﬁ

B) Cpenumii 3¢ deKkTuBHBII 06beM MOYEBOTO IY3bIPs B MIT

Cpenuuit 065eM MOYEBOTO Bospacr, ner
IIy3bIPA, MJT 4-7 8-11 12-14
ITo 50 4 5 6
51-75 3 4 5
76-100 2 3 4
101-125 1 2 3
126-150 0 1 2
151-175 - 0 1
176-200 - - 0
ITo 40% 0
5. Tuypes ¢ 18 o 6 4acoB B % Or 41-50% 1
(110 OTHOIIEHNIO K CYTOYHOMY) OT 51-60% 2
Ot 61% 1 6071b11IE 3
Her 0
6. JlelikouuTypus ITo Heynnopenko 1
ITo KIMHNYECKOMY aHAIN3Y MOYM 2
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METPUIO C OLEHKOM LMCTOMETPH-
YeCKOro o6beMa MOYEBOTO Iy3bIps,
BHYTPUITY3bIPHOTO JJaB/IEHN TIOKOS,
KOMIUIA€HTHOCTH) JeTPy30pa M ero
IIOPOTOBOTO JIaB/IeHNsI IIOTEPY MOYM.
YkasaHHbIe METOJbI IIO3BOJISIOT Ol[e-
HUTb paboTy fieTpy3opa B ¢ase Ha-
KOIIJIEHV A Y 9BaKyalyi MO

3ajiaya [IOTHOTO BbISIB/ICHNS IIPUYNH
BosHuKHOBeHM:A TAMII y mereit emre
JlajleKa OT OKOHYATe/IbHOTO PeIleHNsI.
IuchyHKIMA Takoro poja MMeer
MOV TUONOTYECKIIT XapaKTep 1 B
6onbLIelt Mepe CBsi3aHa C aucbamaH-
COM BETreTaTMBHON Pery/LALVIL.

B nocnennee Bpemst Bce 60sIbliie BHN-
MaHUs yAeJsIeTCs HapyIleHusaM 6uo-
9HEpPreTUKU JIETPYy30pa U ee CBsA3U
C XOJIMHEPTUYeCKUMY CUCTEMaMM Op-
rannsma. OgHuM U3 Hanboee Bax-

Kapuntun obumii
nipu TAMII

Kapuutus obumit
B HOpMe

Puc. 1. Yposenv o6usezo kapuumuna y demeti c TAMIT
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VpoBenb cB06OIHOTO
xapHuTNHA npy TAMII

Vposenb cB0O60ZHOTO
KapHUTHHA B HOpMe

YpoBeHb CBA3aHHOTO
KapHuTMHa npu TAMII

ypOBeHb CBsA3aHHOTO
KapHUTMHA B HOpME

Puc. 2. Coomnowenue c60600H020 (A) u cés3anHo20
kapuumunos (B) 6 cmpyxmype o6uiez0 kapHumumna y demeil

cTAMIT
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HBIX OMOXVMMMYECKUX IIPOIECCOB,
00ecneYBaONIX COKPATUTEIbHYIO
CIIOCOOHOCTD ITTAIKOMBILIEYHBIX KJIe-
TOK JIeTPY30pa, AB/AETCS TKaHeBOe
IbIxaHue, MeTabOMNM3M afeHO3UH-
tpudocdara (ATD) u BHyTpUKIIE-
TOYHBI/I TPAHCIIOPT VIOHOB KaJ/IbIVIs
[13]. YunrsiBas, 4TO MpOLECCH pac-
cmabeHNns ¥ COKpalljeHMs [IAfKOl
MYCKY/IaTypbl B LIeJIOM U JeTPy30-
pa B YaCTHOCTM OCYIECTBIIAIOTCS
¢ 6OJIBLIMMY 3aTpaTaMy SHEPIUY, Ha-
pYLIeHMe TKaHeBOTO JbIXaHMs BIUA-
eT Ha QYHKUMIO [eTPy30pa, B TOM
4ucrIe U Ha ero 61oaHepreTuky [14].
B psape uccnegoBaHuit IoKasaHo Ha-
pylueHMe 061ero SHepreTUIeCKOro
obMeHa IIpy pasnuYHbIX Hepoypo-
JIOTMYeCKUX 3a00/IeBaHNAX Y feTell
[14-16, 19-20].

Tax, B paborax C.A. Epmosoii
un M.C. ruaroBoii 1moka3aHa CBA3b
HapyIIeHNIT KIETOYHOTO 3HEProoo-
MeHa C pa3IMIHbIMK 3a00/TeBaHN-
smu movek [15]. B.J. BepOuiikmii
u coasT. [17], JI.b. MeHOBLMKOBaA
” coaBT. [18] mokasanu usMeHeHue
AKTMBHOCTM MUTOXOH/PUATBHBIX
(bepMeHTOB IIpY ITY3BIPHO-MOYETOU-
HIKOBOM pedJIioKce 1 06CTPYKTIB-
HBIX HepomaTnAx, a Taioke addex-
TUBHOCTb SHEPrOTPOIHOIL Tepanuy
npernapaToM JmbKap B KOMIIEKC-
HOM JICUEHUY 3TUX COCTOSHMIA.

J.C. Benoycoa n coaBr. (2004) yc-
TaHOBWIY, YTO MUTOXOHJpUaIbHbIE
IMCOYHKINY OKAasbIBAIOT 3aMETHOE
BIMsHME Ha popMUpOBaHILe, KINHN-
YecKye IIPOSABJICHIIA U VHAMIKY pac-
CTPOJICTB MOYEVCITYCKaHI, a TaKXKe
IIOKa3a/i BBICOKYIO 3¢ PeKTUBHOCTD
9HEPrOTPOIHOI TEPAIINH C IPVIMeHe-
HIeM penapaTa JIbKap [Py TeIeHn I
HEJIPOTeHHBIX ANCRYHKINIT MOIEBO-
ro mysbips [14, 15]. CornacHo mony-
YEHHBIM aBTOpPaMI JaHHBIM, Y 83%
IeTelt ¢ HeIPOTeHHOI ACYHKIMeN
MOYEBOTO Iy3bIPsI KAK CO CHIDKEHHOTL,
TaK 1 C COXPaHHOI1 pe3epByapHOIi eM-
KOCTBIO MOYEBOTO ITy3bIps BbIAB/ICHA
BbICOKas1 9 (PpeKTUBHOCTD Mpemnapa-
Ta J7IbKap HE3aBUCKMO OT CTEIEeHN
TSDKECTV HAPYILIEHNsT MOYeMCITyCKa-
Hus. Ilo xBamuMeTpuyeckoi Tabnmm-
ne EJI. BumHeBckoro cymMmapHbli
61 pacCTPOIICTB MOYEUCITYCKAHS
CHM3WJICA Ha 56%, yBeM4eHne Cpes-
HeahPeKTUBHOTO 06beMa MOYEBOTO
ITy3bIpsA cOCTaBMIO 31% Tpu HapyIe-
HIISIX MOYENCITYCKaHISI JIETKOJ CTelle-

HI, 28% — cpenHen u 58% — TsDKeNo
[15].

Takum 06pasoM, IpOBeJeHHbIE JIC-
C/IefloBaHNA TTOKa3alu Hajan4due Ha-
PYILIEHNIT KJIETOYHOTO 9HEProoOMeHa
y ZeTell C HeIPOTeHHON AUCPYHK-
Ijyieil MOYeBOIO Iy3bIps, a BHICOKas
3¢ PEeKTMBHOCTD IIPENapaToB KapHM-
TrHa (D7IbKapa) B MOHOTEPAIINH yKa-
3bIBaeT Ha HAPYIICHUA CO CTOPOHBI
KApHUTUHOBOJ CHUCTEMBI.

Kapuutun 6p1 oTkpuiT B 1905 T
B.C I'ynesuuem n P. Kpumbeprom
B 9KCTpaKTe M3 MBI M/IEKOIN-
TAIOWIMX, & B CepefjuiHe IPOIIIOro
CTOJIETVSI YCTAHOBJIEHO €r0 BUTaMM-
HOIIOJoOHOE HelicTBre. MeTabomnu-
Jeckue QYHKIUM KapHUTHHA CBs3a-
HBI C TPAHCIIOPTOM JKVMPHBIX KICTIOT
B MUTOXOHJIPUY C UX ITOC/IEAYIOMINM
OKJCJICHUEM 1 BBIIeJICH/EM SHEPIUM
AT®, mopynAnyer BHYyTPUKIETOYHO-
ro roMeocTasa KoepMeHTa A B Mar-
pYIKCe MUTOXOHZAPUIL, HEe3MHTOKCHU-
Kalmeit M30bITKa YKCYCHOIT U psfia
OpraHMYeCKUX KUCIOT, a TaKxkKe
y4acTueM B IpOIeccax ITIMKO/NN3a,
0oOMeHe KeTOHOBBIX TeJl U XO/mnHa [19,
20]. bromornyeckn aKTUBHBIM SIBJIS-
eTcsA NMpUpOAHbIH L-cTrepeonsomep
KapHITHUHA, I09TOMY B KayecTBe Jie-
KapCTBEHHOT'O CPEfICTBA, 110 MHEHMIO
pA/ia aBTOPOB, TO/DKEH IPUMEHATHCA
TONBKO L-KapHNUTUH, KOTOPBII I MOXKET
obecneunTh ONTUMAbHYIO Pu31oIo-
IMYeCKyIo oTpebHOCTh. B HacTOs-
Ijee BpeMms IIpenapaThl L-KapHUTIHA
(9mpKap) HaxopAT Bce 6ormee mupo-
Koe IIpYIMeHeHVe B MeANaTpyL, Kak
IIPY IePBIYHBIX MUTOXOH/IPUA/IBHBIX
3a60JIeBaHNAX, TaK U TPV KOPPEKINH
BTOPMYHBIX MUTOXOH/IpMAIbHBIX Ha-
PYLIEHWIT, BBISBAHHBIX Pa3/IYHbIMU
3a60/IEBAHISIMY U [IATOIOTIECKIMI
cocrosHussmu [19, 20].
[TapanennbHO MPOAOKAETCA MOUCK
HOBBIX 3BEHbEB IIaTOreHe3a pas-
Butust TAMII y pereit u paspabor-
Ka IIaTOreHeTUYeCKUX HOJXOIOB
K JIEYEHMUIO.

Jlo HacTOAILEro BpeMeH! U3Y4eHMIO
YPOBHA KapHUTVMHA U €T0 COeAu-
nennit y gereit ¢ TAMII ynensanocs
HEe[JOCTaTOYHO BHUMAaHU#A, HO3TO-
MY BBbISIBJICHMe HapylIeHMii oOMeHa
KapHUTHUHA OyfieT CIIocoOCTBOBATH
OIITYIMU3ALVIN JIeYeHN feTell, CTpa-
HAIOIINX STUM 3a00/I€BaHEM.
Lenvto pabomovr ABNANOCH OLpene-
JIeHVe COCTOSHMS KapHUTVHOBOTO
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obMena y pietett ¢ TAMII u ycTaHOB-
JIeHVe B3aMOCBSI3) COOTBETCTBYIO-
X MeTaboMMYecKnx napaMeTpoB
C TSDKECTHIO KIMHIYIECKOI KapTUHBI
3a00/1eBaHNA.

Knunnyeckas XapaKTepucTuka
rpynn u metopabl o6cnepoBaHuA

boino o6¢cnenosano 30 gereit c TAMIT
(21 meBouka — 70% 1 9 MaTBINKOB —
30%) B BO3pacTe oT 5 mo 14 mer
(cpemumit Bo3pact coctaBun 8 +
2 ropa). Ouarnos TAMII craBuicsa
Ha OCHOBaHUM [JaHHBIX aHAMHeE3a,
KJIMHUYECKOI KapTUHBI 3a60/eBa-
Hus. JI71s1 OLieHKM CTelleHN BbIPaskeH-
HOCTM HapyIIeHMII MOYeMCITyCKaHNs
MCIIONb30BaNIaCh KBa/lMMeTpudec-
kasg Tabnuna E.JI. BumHeBckoro
(cM. Tabmuiy), B KOTOPOIT Iepednc-
JIeHbI OCHOBHbIe cuMnToMbl [AMII,
orleHeHHble B Oaax. [letu ¢ Kim-
HuueckuMu npossrennamu TAMII
ObUIN pasfieieHbl Ha 3 TPYIIIbI B 3a-
BUCUMOCTH OT TSDKECTV HapyIICHMI
MOYeNCITyCKaHusA. B nepsyto rpynmy
Bouwu 10 (33%) meTeii ¢ 1erkoiit cre-
[eHbI0 HApPYLUIEHNIT MOYeNCIyCcKa-
Hust (MeHee 20 6a//I0B), BO BTOPYIO
rpynny - 11 (37%) meteii co cpenHeit
CTeIIeHbIO HapYLIEeHVsI MOYeHCITyCKa-
Hys (ot 30 o 20 6anioB), B TpeThbiO
rpynny - 9 meteit (30%) ¢ BbIpaskeH-
HBIM HapyIIeHMeM MOYeNCITyCKaHNA
(o1 30 o 40 6amnoB). Bcem 601bHBIM
IpOBOAMIACh (QYHKIMOHAIbHAN
OIleHKa COCTOSIHMS HVDKHUX MO4Ye-
BBIX ITyTel Ha yPOAMHAMMUYECKOM yC-
tanoBke (Medtronic DUET, CIITA).
ITo paHHBIM YpOLMHAMUYIECKOTO
00C/IeOBaHMS OLIEHNBAIUCD IIICTO-
MeTpUYeCKMit 06beM MOYEBOro Iy-
3bIpsl, BHYTPUIIY3bIPHOE [jaB/ICHIE
IIOKOSI, IIOPOT YYBCTBUTEIBHOCTHU
MOYEBOT0 Iy3bIps, IeTPY30pHOE I0-
pOroBoe IaB/ieHue TIOTePy MOYL.
[TpoBenmeHo yccIenoBaHye B Kamul-
JISIPHOI KpOBM 06111er0, CBOOOFHOTO
(Cy) 1 cBsI3aHHOTO KapHUTHHA (AL
kapuntusl, AK) MeToom xpomaro-
Mmacc-crexkrpomerpun (Agilent 6410
QQQ, CIIA), Berancrsncs ko3du-
[MEHT «alMIKapHUTUHBI/CBOOOS-
HbI1 Kapautna» (AK/ Cp) [20, 21].

Pe3synbrathbl

Y nmeteit ¢ TAMII yposeHb 06-
[[er0 KapHUTHMHA BapbUpPOBal
or 31,085 mo 83,443 MKMOIb/7
(48,9 + 15,1 mMkmonb/n; HOpMa

Meauatpus. N° 4
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Puc. 3. 3asucumocmo yposns ayunkapuumunos (AK, A) u 3navenus xoapdunyuenma

«auunKkapHumuHot/c60600uuviil kapuumun» (AK/Cy, B) om cmenenu svipancennocmu TAMIT

60-100 mMxmonb/m) [21-23] u 6bin
cHIKeH y 80% o6cmenoBaHHBIX
(puc. 1).

3HayeHMss CBOOOZHOTO KapHMUTUHA
Kone6anuch B mpefeax HOpMasb-
HbIX 3HaueHuit (19-45 MKMO/b/) —
or 19,1 mo 42,1 MKMOAb/I
(29,9 + 7,3 mMxmonb/n; HOpMa
20-60 mxMmonb/n). Y 7 mereit (23%)
C BBIPQKEHHBIMU HapyLIEHNUAMU
MOYeVICIIyCKaHN:A ypoBeHb C, HaXo-
IVJICSI Ha HYDKHEN TpaHNIle HOPMbI
(MeHee 25 MKMOJIb/MTI).

Y 96% metent ¢ TAMII ormevanuch
HapyIIeHNsI COOTHOLIEHNUsI CBOOOS-
HOT'O KapHUTYHA 11 AlIVJIKAPHUTHUHOB
B CTPYKType 00Ilero KapHUTUHA:
BBISIBJIEHO OTHOCHUTE/IBHOE CHUKE-
Hue ypoBHa Cy B cpegHeM 1o 59%
npu HopMme 70-80% u oTMedeHO
OTHOCHTE/IbHOE TOBBIIIEHNE COiep-
xaHnAa AK B cTpykType ob1mero kap-
HUTMHA B cpefHeM fo 40% (HopMa
20-30%) (puc. 2).

BorsBieHa npsiMas KOppesoHHas
cBA3b Mexly yposHeM AK B KkpoBU
U CTeneHblo BripaxkeHHOCTH TAMII
(r = 0,4; p < 0,05). Kpome Toro, Ha-
Omofanach mpsMasi, CpefHeil CUIbI
KOppe/IALMOHHAA CBA3b MEXAY TA-
>)kectpi0o TAMII u cooTHOIIeHUEM
AK/C, (r = 0,6; p < 0,05). Y meteit
¢ TAMII cootnomenne AK/C, 6b110
HOBBIIIEHO B 72% ciay4daes (0,69 +
0,2 npu HopMe < 0,6) (puc. 3).
Takum obpasom, ps pereit ¢ TAMII
XapaKTepHO HapylLIeHMe KapHUTU-
HOBOTro 0OMeHa B BIiJle YMEPEHHOTO
CHIVDKEHVsI YPOBHSI 0011ero KapHu-
THHa Ha QoHe AucOaIaHCa MEXAY
cofiep)xaHueM CBOOOJHOTO KapHU-
tuHa (Cy) u anynkapuutnaos (AK)

[lonyueHHble JaHHble NOATBEPX AT

000CHOBaHHOCTb 11CMOMb30BaHNA

NpenapaTos L-KapHuTuHa (3nbkapa)

KdK B Ka4eCTBE MOHOTEPAlNK, TaK

11 B KOMIIEKCHOM NEYEHNI Hel7lp0I'€HH0I7I

JACOYHKLIAM MOYEBOTO My3bIp.

y 96% 6onpubix (AK/C, = 0,69 *
0,2 mpu HopMe < 0,6).

YcranoBneHa npAMas Koppend-
LIMOHHAsA CBA3b TspKecTu [AMII
C YPOBHEM CBA3aHHOTO KapHUTMHA
B KpOBM M 3HadyeHUeM Koapuuu-
enta AK/C,. [Ina Gonmee TSXKembIX
Bapuantos 'AMII xapakTepHo yBe-
nuuenue koapdunmenta AK/C,,
YTO yKa3bIBaeT Ha OTHOCUTE/IbHYIO
HeJOCTaTOYHOCTb CBOOOTHOTO Kap-
HUTUHA U 0OOCHOBBIBAET BKIIIOYE-
HI1e B Tepanuio ana gerteir ¢ TAMII
IpenapaToB L-KapHuUTHHA.
ITony4yeHHBle HaHHBIE MOJTBEPXK-
Ial0T 060CHOBAHHOCTD MCIIO/Nb30-
BaHMUs IIpernapaToB L-KapHMTUHA
(9npKapa) Kak B KayecTBe MOHOTe-
pammm, Tak M B KOMIUIEKCHOM JIe-
YeHMM HEVPOTeHHO AVCHYHKIMU
Mo4eBOro 1y3sips [14]. BaxxHbIM
SABJISAETCA JajbHelllee M3ydeHMe
AMHAMMKY KaPHUTMHOBOTO 06MeHa
y pereit ¢ TAMII u akTuBHOCTY MU-
TOXOHJIpMA/IbHBIX (PepPMEHTOB dHep-
roo6mena Ha (poHe NpUMEHEHMUs
npenaparoB L-kapauTuna. He meHnee
Ba)KHBIM IIPY 9TOM SIBJISIETCS MMO-
rpaduyeckoe udydennue cUHKTEp-
HOTO aIlliapara MOYeBOrO ITy3bIps.
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Overactive bladder in children: perspectives of energotropic therapy

V.V. Dlin, N.B. Guseva, S.L. Morozov
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Russia, Moscow

Contact person: Sergey Leonidovich Morozov, mser@list.ru

Overactive bladder is one of burning issues of children uronephrology. Currently, pathogenesis of overactive bladder is
being extensively investigated in children. Pathogenetical therapies are under development. Levels of carnitine and its
derivatives have been understudied in children with overactive bladder. In this article, authors present the results of
assessment of carnitine metabolism and its relation to the severity of symptoms of overactive bladder in children.
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a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

CoBpeMeHHbIE IIPENCTABIEHA
00 nH@eKIU1 OpraHOB MOYEBOI
CHCTEMBI Y HOBOPOXXIE€HHBIX

1 TeTeyl paHHEro Bo3pacra

O.JI. Yyrynosa, M.B. Illymuxuna, C.B. lymoBa

Anpec nna nepenncku: Onbra Jleonnmosaa YyryHosa, ol_chugunova@mail

Csoeobpasue meueHus MHO2UX 3a0071e6aHUL, 8 HACMHOCMU 60ne3Hell noUex,
Y HOBOPOIHOeHHDIX U Oemeti paHHe20 803PACMA CBA3aHO ¢ MOPPOnoZU1ecKo
U PYHKUUOHATILHOTI HE3PEOCIbIO 8CEX OP2AHOB U CUCTIEM.

OcobeHHocmu opeaHu3ma HOBOPOHOEHHO20 CHOCOOCBYI0M HepeoKo
OvICpOMY NPOZPeCCUPOBAHUI0 B0CNATTUMENLHO20 NPOUECCA C PA3BUMUEM
HEKPOMUYeCKUX U CK/IepOMU1eckKUx UsMeHeHUti 6 Noue4HOl MKaHu

u opyeux opearax. OOHAKO y HOBOPOHIEHHVIX HAOII00AEMCS U BbICOKAS
NAACMUUHOCMb, NO3BOAOWAS NPU PaHHeli OUAZHOCIUKE U C80eBPEMEHHOM
emeulamenvcmee npedomepamums HebnazonpusmHvie NOCe0CHBU,

ec/u OHU He ONpeOesITIMCs 2eHemuueckumu dpaxmopamu. Y demeti

om 2 mecsiues 00 2 niem HU3HU € TUX0PAOKOLL 6ce20a He0OX00UMO NOMHUMD
0 603MONCHOCIU PA3BUMUS UHPDEKUUU 0PeaHOB MO1eB01 cucmembl (Yacmoma
31020 3a6071e8aHUS 8 IMOTL 2pynne 0Kono 5%) u3-3a 603mMoxHOCMU OoTee
6vIcmPo2o NoBpesOeHUs NOUeUHOL MKAHU, Yem Y demetl crapuiezo 603pacma.
Cmpamezus OuazHOCMUKU U fle4eHUs 3a8UCUM O 6pa4a, KOmopoiii 6ydem
HA3HAYAMb AHMUOAKMEPUATIDHYI0 MEePANUI0 He3AMeONTUMeNbHO UMY
003HCUOAMbCST pe3ybmamos noceéa. [Juaznos 6asupyemcst Ha pe3ynomamax
nocesa MoU NPU YCA0BUU MULAMNENBHO20 COONI0EHUS NPAsuUs ee cO0pa

U nocesa, 00ULULL AHANIU3 MOYU NOMO2AEM UL 3aN0003PUMb OUAZHO3.
Busyanusupyroujue memoov. HE06X00UMO NPUMEHAMb 6CeM 0erAM

¢ uHexyuetl opearos mouesoii cucmemol. CnopHoim ocmaemcst 80npoc,
HYHOaromcst U 0emu ¢ nepeHeceHHbIM NUeIOHePPUMOM, HO UMerUjue
HOpMAbHble Pe3YTLIMAampl YUCMOoZpaPuu U peHocyurmuzpagpuu,

6 O7UmMenvHot NpounaKmuKe AHMUMUKPOOHBIMU NPeNnapamamu.

Knioueevie cnosa: Hosopoxdertvie, demu parHezo 803pacma, UHPeKyUs
0p2aH06 MOueB801i CUCeMbl, OUAZHOCMUKA, JleueHue, NPOPUnAKMUKaA,
AHMUMUKPOOHAST mepanusi
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O3HMKHOBEHNIO HapyLIeHU
BopraHOB MOY€BOJl CHCTEMBbI

Y AeTei PaHHEro BO3pacTa CIIo-
cobcTByeT MOpGOPYHKINOHAIbHASA
He3peoCTh MoYeK, 0COOEHHO MpH
HaIM4IMUK y pebeHKa 06CTPYKTUBHBIX
ypOIaTnii, HPEKIVN, TUTOKCHIeC-
KIX COCTOSIHUII, IIPE/IIeCTBYIOIINX
PEaHMMAIMOHHBIX MePOMPUATHUI
[1, 2]. MaoCMMIITOMHOCTD U HecIle-
LUPUIHOCTD KITMHNIECKIX IPOSIBIIe-
HMIT 3a6071EBaHUII TI09EK U MOYEBbI-
BOJSIIIVX IIYTEN Y HOBOPOXK/JEHHBIX
U JIeTell TIEPBBIX TPEX JIET KU3HU 3a-
TPYAHSET CBOEBPEMEHHYIO AMarHoC-
THKY, YTO CIIOCOOCTBYET XPOHM3ALINI
mpoIiecca 13-3a MO3HEro MpoBefe-
HUA aJeKBaTHOJ TepaneBTUYEeCKO
koppekiyn [3, 4, 5]. Ocob6eHHOCTbIO
3a60/eBaHMII [TOYEK Y HOBOPOX-
[IeHHBIX VM TPYAHBIX eTell SBTISETCS
cBoeobpasuslit GoH — Mopdoorn-
YecKast He3peIoCTb MOYEYHO TKAH!
n HegudpepeHMPOBAHHOCTD Hed-
POHOB B (pYHKIIIOHATBPHOM OTHOILIE-
Hu [6, 7]. Y HOBOPOXKIEHHBIX fieTel
CTaJIM Yallle BCTPEYAThCS TATEHTHbIE
¢dbopmbl HedpomaTuii, MO3[HO AKa-
THOCTMPYeMble ¥ PaHO MPUBOZILINE
K Pa3BUTHUIO XPOHNIECKON O0/Ie3HN
IIOYEK U MHBAIMAM3AL[MI TAL[IEHTOB.
Tunoxcma u HacTymamomye BCIe-
CTBME 9TOTO PaCCTPOICTBA MMUK-
POLMPKY/IALMU B TIOYEYHOI TKaHU
SIBMISIIOTCST OBHMM U3 BeRyInx dak-
TOPOB Pa3BUTH NHPEKIIMOHHO-BOC-
MaINTEPHOTO TPOIlecca B MOYKAX
[3]. Ha gomio nH}eKuMoHHO-BOCIIA-
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JINTeIbHBIX 3a00/€BAaHNUIT OPTaHOB
MOY€EBOJI CUCTEMbI IPUXOAUTCA OONb-
IIMHCTBO HO30/IOTMYeCKMX (HOPM He-
¢dpomaTuii B zeTckoM Bo3pacte. [laH-
Hble €XETO[HbIX IOIY/IALMOHHbIX
UCCIeNOBAHUN CBUETENbCTBYIOT
0 HEYK/IOHHOM HapacTaHMUM 4aCTOTHI
MH(QEKLNY OPTaHOB MOYEBOIl CUCTe-
MBI B JIeTCKOM BospacTe. Cpenu feTeit
paHHero Bospacra (IIepBbIX Tpex JIeT
JKVI3HM) 3Ta IIATOJIOTVS BCTPEYaeTCs
yalle, 4eM OCTpas pecnupaTopHasd
nudexuys [1, 8, 9].

OnpepneneHue u Knaccupukauma
WHQEKLMM OPraHoB MOYEBOil
mcTembl

C/IOXXHOCTAMU B OIpee/IeHUN JI0-
Ka/JM3aluu IaTOIOTNIeCKOTO MIpo-
1ecca, 0COOEHHO Y HOBOPOXK/IEHHBIX
U JleTell paHHero BO3pacTa, 00yc/IoB-
JIEHO TIOSIBJIEHME B OTeYeCTBEHHOI
U 3apy6eXHOIT TuTepaType TepMUHA
«H(DEKIMS OPraHOB MOYEBOIT CHC-
TEMBI», [Tl KOTOPBIM IIOHJMMAeTCsI
MHQUIMPOBAHHOCTD ¥ BOCIAIN-
Te/IbHbIE M3MEHEHN JIF0OBIX OT/IE/I0B
MOYEBOII CUCTeMbI 6e3 CIelnaabHO-
O YKa3aHIsI Ha ee yPOBEHD (MOUEBbI-
Je/TUTEIbHBII TPAKT VIV ITOYEeTHAS
napenxuMa) [1]. Vindexuys opranos
MOYEBOIT CHCTEMBI, 00beIHAIOIAs
nuenoHepuT, NHPEKINIO MOYEBHI-
BOSIIUX IYTeil, UUCTUT, YPETPUT
M aCHMIITOMATHYeCKyl Oakrepu-
ypuIo, 06HapY>XMBaeTCA Y HOBOPOXK-
IeHHBIX Haubosee 4acTO M3 BCeX
HedponaTnii (B 37% cnydaes) [10].

ITuenonedpum - MHOEKIMOHHO-
BOCIanuTenbHoe 3abomeBaHue
HOYeK C MPeMMYIeCTBEHHBIM IOpa-
JKEeHMeM YalleqyHO-TTOXaHOYHOI ClC-
TEMBbI, KaHA/IbL[EB M MHTEPCTULNS;
¢ K/IMHMYECKON KapTMHON MHQeK-
IIVIOHHOTO 3a00JIeBaHMsA, OCOOCHHO
y HeTell paHHEero BO3pacTa; XapaKre-
pusyeTcs NeKoLuTypuei u 6axre-
puypueit 1 06s13aTeNIbHBIM Hapylie-
HIteM (PYHKIIMOHAIBHOTO COCTOSTHIIS
noyek. ITo ganHbIM J. Winberg (1988)
[11], B mepeune HanbOMee 3HAYIMMBIX
3a00/IeBaHNIT HOYeK B MHAYCTPHUAIb-
HO Pa3BUTHIX CTPaHAX MyeoHeppuT
3aHMMAeT IepBOe MeCTO U BCTpeda-
€TCs1 y JieTell IepBOro Tofja XU3HU
cyacroToiu 1:100. B mocnemume rompt
enoHepPUT OTHOCAT K MHPEKLn-
OHHOMY (6aKTepManbHOMY) Bapu-
aHTy TYOY/IOMHTEPCTUIINATBHOTO
HedpuTa, YTO HALIIO OTPAXKEHNe

Meauatpus. N° 4

Tema Homepa: 3a007eBaHIA MOUEBOIT CUCTEMbI Y fiE

B mmdpax MexxgyHapogHoil Kiac-
cuduxanyy 6onesHeit 10-ro nepe-
cmotpa (MKB-10) «Bonesuu mode-
IIOJIOBOJ CUCTEMBI».
Hucmum - BocmanutensHoe 3a60-
JIeBaHIe MOYEBOTO Iy3bIpst. Y fieTeil
paHHEro BO3pacTa BO3HMKHOBEHNIO
IIMCTUTA CHOCOOCTBYIOT 0OCOOEHHOC-
TV AHATOMMYIECKOTO CTPOEHISI CTeH-
KI MOY€BOTO IY3BIPs,  UIMEHHO:
= MasIblil 00'beM MOYEBOTO ITY3bIPS;
= (oJiee TOHKas CIM3UCTasA 000/104-
Ka M MeHbllee (110 CpaBHEHMIO
CO B3POCIIBIMIU) Pa3BUTIE Kele3
CTIM3UCTOTO CIIOS;
= Gorarast BaCKy/Ispu3aIisi CTEHKI;
= paspacTaHMe VHTEPCTUIMANbHOI
TKaHU;
= cmaboe pasBUTIME MBIIIEYHOI 060-
JIOYKU U COUHKTEPOB;
= KOPOTKMII MHTPAMYpaabHbI OT-
el MOYeTOYHMKOB.
OKBMBAJICHTOM [U3yPUUECKUX SB-
JICHUIT Y HOBOPOXK/IEHHOTO pebeHKa
MOTyT OBITh BBIpa)KeHHOe OecIo-
KOVICTBO IIepef; MOYENCITyCKaHVEeM
U BO BpeMs Hero, IIay, HaTy>KMBa-
HIie, TIOKPACHEeHNe JINIA, IPepPBIBIIC-
TOCTb MOYENCITYCKaHUs, CIabocTh
Mo4eBoI1 cTpyu [12].
Acumnmomamuueckas 6axmepu-
ypus — 6aKTepuypus B OTCYTCTBUE
JNEMKOUUTYPUM ¥ BBIPa>KE€HHON
KIMHIYeCKON MaHudecTannm — xa-
pakTepusyeT TedeHVe MHPEKUN-
OHHO-BOCIIQJINTENIBHOTO Ipolecca
B HIDKHUX OTJE/IaX MOYEeBOIT CUCTe-
MBI IIPEUMYIeCTBEHHO Y HOBOPOX-
[IeHHBIX [€Tell, HepeKO AMarHOCTH-
PYeTCsl y OTHOCHUTENBHO 3M0POBBIX
HOBOPOXKZIeHHBIX. [Ipn acuMmnToMa-
TUYEeCKOI OakTepuypuu 6onbuioe
3HaYeHe UMeeT MMYHHBIII CTaTyc.
[TaToreHes acMMITOMATUIECKOI
0aKTepuypuu JOCTATOYHO CIOXKEH,
B IIOCTIef{HEEe BPEMs BBICKA3bIBAETCH
IpefIooXKeHne 06 ee SHTOTEHHOM
MIPOMCXOX/eHUN. VICTOYHNKOM GaK-
TEPUYPUM MOXKET OBITH KUIIETHUK.
AcuMnromaTndeckast 6aKTepuypus
ABNAETCA GaKTOPOM PUCKA pasBU-
THUSA NUeIoHeppUTa U JPYTUX UH-
(bexuMoHHBIX 3a60/IeBaHNUIT OPTAHOB
MOYEBOII cuctemsl [13].
OO1menpuHATOI NMpU3HAHA KIIACCH-
¢buxamysa nHbeKUN MOYeBOI CHC-
temsl 110 J. Winberg (1987):
v YpOBeHb NOpaKEeHUA:
= yHQEKIMs BEPXHNMX MOYEBHIX
myreit (muenoHepur);

= yHQEKUMA HIDKHUX MOYEBBIX
nyTeit (LUCTUT, yPETPUT).

v Knuanueckue nposABieHN:
= CUMIITOMATUYECKas;
= GeccumnToMHast (M30MMPOBaH-

Hasg OaKkTepuypus).

v Hammume daktopos, ocnoxHso-
IIMX TeYeHNe U CIIOCOOCTBYIONINX
peLuauBUPOBaHNI0  MHQEKIuIT
MOUYEBBIX Iy TeIL:
= OC/IO’KHEHHaS;
= HEOCTOXKHEHHas.

v/ Teuenne:
= OCTpOE;
= XPOHMYECKOe:

a) pefKo peLuAUBUpYIOLIee;
6) 4acTo peLuAUBUpYIOLIEE;
B) HENPEpPbIBHO peLUAUBU-
pymwolee.

B mepnope HOBOPOX/J€HHOCTHU IN-

enoHebpuUT dYale BCTpedaeTCs

y MajbuMKOB, B TPYLHOM BO3pac-

Te yacTtoTa 3aboneBaHus y fgereit

060€r0 1MojTa MPUMEPHO OfMHAKOBA.

B nmanbHeliieM nuenonepput BCTpe-

4yaeTcs y geBovek B 6-10 pas vaiie,

YeM y MaJIb4MKOB, YTO OOBSICHACTCS

0COOEHHOCTSIMI MOY€EBBIX ITyTell fie-

Bouek [1, 13].

3tnonorus

ITo pjaHHBIM pa3HBIX aBTOPOB, ITU-
0710TM4ecKUM (PaKTOPOM pasBUTHS
mmenIoHeppUTa y IeTeil ePBBIX TPeX
JIeT YKU3HY Yall[e BCEro ABJAKTCA
pasjuYHble MITAMMBl KUIIEYHOI
nanouku (mo 75%), pexe obHapy-
JKUBAIOTCS KIebcuena, mpoTeit, SH-
TEPOKOKKIN, CTAQUIOKOKK U pyrue
6akreprun. OFHAKO pasBUTHE IIMe-
JIOHepUTa ONpeeNsIeTCs He TOIbKO
KO/IMYeCTBEHHBIMI XapaKTePUCTH-
KaMu 6aKTepuypu, HO 1 0COOeHHOC-
TAMU MUKPO- ¥ MaKpOOPraHM3MA.
YponaroreHHble MITaMMbl MUKPOOOB
OT/INYAIOTCS CIOCOOHOCTHIO K afi-
re3uy (IPUINIAHNIO) K SMUTENTNIO
MOYEBBIBOAAIMX IyTei. g Hux
XapaKTePHbI BBICOKIE TEMIIBI POCTA.
3aTsDKHOE M pelnAUBIpYIOLee Tede-
HIle uenioHeppuTa MOXKET ObITD CBS-
3aHO C BO3JENCTBUEM MUKOIIIA3M,
xmaMunii, rpr6os poga Candida.

YV mereit paHHEro BO3pacTa IMENO-
He(puUT pasBUBaeTCs, KaK IPABIIIO,
IIpY HapYLIEHUN YPORMHAMUKY VIV
HeCTabMIbHOCTU LUTOMeMOpaH.
Jucperymsanusi CUCTEMBI KUIIEYIHO-
r0 MUKPOOMOI[EHO3a CO CHIDKEHUEM
KOJIOHM3AI[VIOHHOI PEe3UCTEHTHOCTH

Ny
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KIIIEeYHVIKA M YBe/TMYeHIeM YC/IOBHO-
IIATOT€HHOII MJIOPBI CYUTACTCA O HIM
U3 HayYHO 0OOCHOBAHHBIX MEXaHMU3-
MOB MH(UIVPOBAHN MOYEBOTO TPAK-
Ta y fleTell HePBbIX TPEX JIeT >KU3HM |1,
8, 13-18]. OcobeHHOCTY MaKpOOpra-
HYI3Ma B U3BECTHOII CTEIIEHN IIpefo-
HPENeNAIOT BHICOKUIT PUCK MHPEKIN-
OHHO-BOCIIA/INTE/IbHBIX 3a60/IeBaHMI
ModyeBoil cucteMmbl. IIpexxne Bcero
9TO Ha/M4Me Ma/bIX WM GONbIINX
BPOXK/IEHHBIX aHOMaJINII OPTaHOB MO-
4eBOJI CHICTEMbI 11 HapYIIeHNs yPOIH-
HaMMKU. YCTaHOBJIEHO, 4TO B 90,3%
ClIy4aeB B OCHOBE pasBUTIA IIMEJIO-
Hedputa nexar MopgoIorndecke
AQHOMAJIVM Pa3BUTHA MOYEBOTO TPaK-
Ta. B CBA3K C 9TUM NOHATEH MHTEpEC
UCCTIefloBaTesNell K U3YIEHUI0 BPOXK-
JICHHBIX IIOPOKOB Pa3BUTHU OPraHOB
MOYEBOJI CUCTEMBbI, COCTAaBIIAIIIX
ot 1/10 o 1/3 Bcex aHOManmMii opra-
HOB B nomy/siumu [1, 13].

Opnako Hamnume OO6CTPYKIMIL
B MOYEBOJM CUCTEME peaausyercs
B NUETIOHE(PUT TONBKO B YCIOBMAX
He0/IaronpUATHBIX BHEIIHUX BO3-
mevictuit [19]. VIsBecTHO OorpoMHOe
pasHoobpasue pas3aMIHBIX MYyTa-
TeHOB, TEPaTOreHOB, BK/IIOYasA PN
JIeKapCTBEHHBIX IIpenapaToB, OKa-
3bIBAIOIINX T'yOUTETbHOE BIMUIHINE
Ha PasBUTHUe IVIOfA B L[eJIOM 11 Opra-
HOB MOY€BOJI CUCTEeMBI B YaCTHOCT.
Ha BosHukHOBeHue muenoHedpura
y HOBOPOX/IEHHBIX BIUAIOT TaKue
Ipeppacroaraolme GpaKkTopsl, KaK
[Oo3/JHee MPUKIafbIBaHNe K TPYNN,
PaHHMI IepeBOJ, Ha CMeNIaHHOe
U VICKYCCTBEHHOEe BCKapM/IMBaHIe.
MccnepoBaHUAMU TOCTIENHUX JIET
JI0Ka3aHo, 4TO GaKTepuanbHble VMH-
(exuny opraHOB MOYEBOII CUCTEMBI
y HOBOPOXX/[JCHHBIX Yallle BO3HUKAIOT
IpY HapyLIeHUM MUKPOQIOPDI Ku-
mevyHuKa. bonmbloe sHaUeHNe B BO3-
HMKHOBEHUN NuenoHepuTa y gerei
UMeeT HelporeHHast AMCQYHKIINS
ModeBoro 1mysbip [1, 8, 12, 16].

MaTorexes

Hanb6ornee xapakTepHBIM /1A e TCKO-
r'O BO3pacTa AB/IAETCSA BOCXOMAIIMIA
IyTb IPOHUKHOBEHMS MHQEKUUN
B MOYEBYI cucTtemy. IemaroreH-
HOoe MHQUIMPOBaHUE CBOVICTBEHHO
HOBOPOJK/IEHHBIM U JIeTAM HepPBbIX
MeCAIIEB KU3HM CO CHVDKEHHBIM VM-
MYHUTETOM. YOeNTeIbHbIX JAHHBIX
0 Ha/Iuyy MMMQOreHHOro Iy TH Ie-

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

penaun MHQEKIUN 1O HACTOSAIIETO
BpeMeHN HeT. BaxHbIM (akTopoM,
CIIOCOOCTBYIOLIMM Pa3BUTUIO VH-
dexunn MOUeBOI CUCTEMBI, SIBJISIET-
Cs1 lepuypeTpaibHast KOJIOHU3ALINA.
[lepuyperpanbHaa ¢opa, mpep-
CTaBJ/IeHHAs! B OCHOBHOM I'PaMOTpH-
LJaTe/IbHBIMY GaKTepysIMHA, BKTI0YaeT
MUKPOOPTaHM3MBbI, IIPENMYIIIeCTBEH-
HO BBISBIBAIONINE MHQPEKIUI MO-
YEBBIBOMALLEN CUCTEMBI Yy JHeTen
pansnero Bospacra: Escherichia coli —
40-60-90%, Klebsiella — 7-20%,
Proteus mirabilis - 9-16%. Ipam-
MTOJIOXKMTENbHA KOKKOBasi ropa
(9HTEPOKOKKM, CTaPUIOKOKKI,
CTPENTOKOKKY) IpY CUMIITOMAaTH-
4eCKOIt GaKTepUypui ONpenessieTCs
B 10-20% cmy4aes. Hepenko BcTpe-
YAIOTCST ACCOIMALINN MUKPOOPraHm3-
moB (E. coli + Proteus, E. coli + Kleb-
siella, E. coli + Enterococci), BUpycHasi
nHbpexya (aJeHOBUPYCHI, IHTEPO-
Bupycel Kokcaku B u mp.) [13, 15].
MuKpOOpraHu3Mbl TaK>Xe MOIYT
[POHVKATh B MOYEBON IY3BIPb,
MUHYS ypeTpy, IyTeM TaK Has3bIBa-
eMOJT TPaHCIOKAIUY 13 KUIIeYHN-
Ka [20]. ViccnegoBaHus mOCHEIHUX
JIeT CBUJIETENIBCTBYIOT O T€HEeTHYIec-
KO ITPEePAcIIONIOKEHHOCTH K BOCIIA-
JINTENbHBIM 32007IEBaHMSIM OPraHOB
MOY€eBOJI cucTeMbl. MyTanum reHoB
Pax2 u AT2 npusogsr x popmuposa-
HUIO BPOXX/IEHHBIX AaHOMAJINIT MOYe-
BOJI CMCTEMBI KaK Ha OPTaHHOM, TaK
U Ha TKAaHEeBOM YPOBHE, YTO, B CBOIO
oUepenb, CHIDKAET MECTHYIO pe3uc-
TEHTHOCTD K MHGEKLUN U CII0COOCT-
ByeT pa3BUTUIO BocmaneHus [20-23].
Tem He MeHee BelyLIyIO POb B pas-
BUTUM MUKPOOHO-BOCIIA/INTEIBHOTO
Impoljecca B HOYKaxX UTPAIOT Hapylle-
HIIsI yPOSVHAMYKIL, U3 HUX Hanboree
9aCTO BCTPEYAETCS Iy3BIPHO-MOYe-
TOYHMKOBBII pedyirokc [12, 24, 25].

Knunnyeckana kaptusa

Haubonee wacto nuenoHepput
y ieTeil paHHero BO3pacTa IPOTeKaeT
JIATEHTHO, 6€3 ABHBIX KIMHUYECKNX
IPOSIBIIEHNIT V/IM MaJI0CUMIITOMHO,
YTO IPUBOJUT K MO3[HEN AMArHOC-
THIKe, KOIJja Y>Ke IMEIOT MeCTO TsDKe-
JIble TOBPEXXIeHISI TIOUEYHOI apeH-
XUMBI I POPMUPYETCST XPOHMYEeCKast
[oYyeyHass HeJOCTaTOYHOCTh [1, 10,
26, 27]. BO3MOXXHOCTb JTATEHTHOT'O
TedeHMs nuenoHedpuTa BO MHOIOM
006 bACHAETCA CTabOCThI0 UMMYH-

HOJI CUCTEMBI JeTCKOTO OpTaHM3Ma.
B pannem Bo3pacTte pebeHOK CKJIO-
HeH K reHepanmsanyuy MHPeKnn.
[TockonpKy MHQEKLNs OPraHOB MO-
YeBO CUCTEMBI Y JIETeN IIEPBOTO Tofa
JKU3HU XapaKTepU3yeTcsl MalOCHMII-
TOMHOCTbBIO T€YEHUs, a TAKXKe Oojiee
BBICOK/M YPOBHEM IIOTEHIMA/IbHO-
IO pasBUTHUSA HOBPEXJEHNUS IIOYey-
HOJ TKaHM, 9eM Y JleTeil CTapIIero
BO3pacTa, Bpad JO/DKEH IPOABIATD
MIOBBIIIEHHYI0 HAaCTOPOXXEHHOCTD.
BeicTpas 1 3HaYUTEIbHAS NECTPYK-
LA TKAaHNM Y HOBOPOXK/IEHHBIX IIPO-
MCXONUT BC/IEACTBUE JlaXKe OCTPOTO
BOCIATUTETHHOTO M1enoHedpUT-
YecKoro Inpoiecca. Pagom aBropos
II0Ka3aHO, YTO PAHHAS AMAarHOCTUKA
M aJieKBaTHAs Teparsi NHPEKINOH-
HO-BOCIAJINTENHHOTO 3a00/I€BAHMS
Yy HOBOPOXK/JIEHHBIX U JieTell IepBOTo
rojia YKU3HU NPeJOTBPAIAIOT Jalb-
Helilllee IOBPEX/IeHVe TI09eK U TeM
CaMBIM YMEHDBUIAIOT BEPOATHOCTb
XpOHM3AL[MN TIPOIiecca U MHBATUAN-
3anuu manuenTos [1, 4, 28, 29].
Mudpexkunus opraHoB MOYeBOIl
CUCTeMBl B HEOHATa/JbHOM Mepu-
o/le pemKO TedyeT M30MMPOBAHHO,
U KIMHMYECKass KapTUHA y HOBO-
POXIEHHBIX 00BIYHO OOYC/IOBIEHA
CONYTCTBYIOUIMMM HapYLICHNSIMIU.
B knmHm4eckoi xapTuHe y 60/b-
IITHCTBA HOBOPOXX/IEHHBIX TOMIHI-
pylor Hecnenuduyeckue IpUSHAKI:
CHMMIITOMBI MHTOKCUKALuY, CyOged-
punTeT, cnaboe cocaHme, HeLOCTa-
TOYHas MprbaBKa MacChl Tefa, [VC-
dynxuya kunedHuka. Kimanyeckas
KapTHHa NuenoHeppuTa y fgerei
PaHHEro BO3pacTa JOCTaTOYHO ITOJIN-
MopdHa (tabn. 1). IlepBole cummnro-
MBI Yallle ITOSIBJISAIOTCA Ha 2—-4-71 He-
mene SKU3HU. Y HOBOPOXIEHHBIX
HeTeil B MOCTPeaHMMAI[MIOHHOM IIe-
profe 3ab0meBaHysl OPraHOB MOYe-
BOJI CHCTeMBI PEfKO ObIBAIOT 30N~
poBaHHBIMHU. SIpKas KIMHUYeCKas
KapTIHA BO3HUKAeT OOBIYHO TOJb-
KO IIpM IPYOBIX HOPOKAX PasBUTHA
noyek. Ha mepBblit IJIaH BBICTYTIAIOT
CUMIITOMBI MOpPa)KeHUs IIeHTPasIb-
HOI1 HEPBHO CUCTEMBI, ABJI€HN [Ibl-
XaTEIbHOM U CEPMIeYHO-COCYAUCTONM
HemocTaroy”ocTu [1, 3, 5, 13, 16].

[lnarHocTuka

OCHOBHBIMU TaOOPATOPHBIMU aHA-
JN3aMU, MOATBEPKAAWMUMI Ma-
THO3 nuenoHeppura, SABIAIOTCA:
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1) oOwumit aHaAM3 MOYM, B KOTO-
POM BBIABIAIOTCA JICHKOLUTYPUS
oT 15-20 N1e/IKOLUTOB B I10JI€ 3PEHNA
(ato 60rMee XapaKTepHO /IS IATOJIO-
MM JUCTAJIbHBIX OTHEI0B MOYEBOII
CUCTEMBI) /10 HMOKPBITHUS JIEHKOIIN-
TaMU CIUIOLIb BCETO IOJIsI 3PEeHMs
(namboree 4acTO BCTpeYaeTcs MpU
nnenonedpure), OakTepuypus,
a TaK)Ke OTMeYaeTCsl HellTpanbHas
VUL 1Le/IOYHAS Peakiys MO4M, MyT-
HOCTb MOYM, HaJu4ue COojeil, yMe-
PeHHas IPOTEMHYPUsI OT CIIELOBOI
1o 0,06 r/n (ogHAaKo IpM IOpPOKax
pasBUTUA MOYEK, Ha/IMYUYU IY3bIP-
HO-MOYETOYHUKOBOTO pedriokca
IPOTEMHYpUsA MOXeT OBITh Ooree
BBIP@XEHHOI1); 2) ITOCEB MOYH, B KO-
TOPOM HanbosIee YacTo BbICEBAEMbIM
BO30y/uUTe/IeM SIB/ISETCS KUIIETHAsI
I1aJI0YKa, peXke BCTPedaroTcs Kiaebcu-
€J1/1a, CHETHOJHAs Ta/I04Ka, IIPOTell;
3) o6wyuit aHanmM3 KpOBU, B KOTOPOM
MOATBEPXKAAETCsI BOCHATNTENbHBII
XapakTep IaTOMOrNYeCKOro Ipoliec-
ca: JIeVIKOLIUTO3 U YBe/TUYeHIe CKOPO-
¢t ocefanyst spurpountos (COI).
I nHbeKuuy OpraHoB MOYEBOI
CUCTEMBI TpeXJAe BCEero xapak-
TepHa Oakrtepuypusa. Pocr 6onee
100 000 xonmoHMeoOpasyoOINX efu-
uun, (KOE) B cBexxeBbIEeIEHHOI
MOYe€ SIB/ISIETCS OCHOBHBIM OT/INYMEM
MCTUHHOI 6aKTepUypuu OT IPOCTOI
KOHTAMVHALIV.

Ha3oBeM OCHOBHbBIE HPWUHI[UIIBI

OLIEHKJ PEe3y/IbTaTOB ITOCEBAa MOYM

y IeTell paHHEro BO3pacra:

v 3a pybesxoM y feTell IIepBOro roxa
JKU3HU PacIpOCTpaHeHO UCCIIeNO-
BaHJe MOYM, IIOJIYYEHHO! IyTeM
HaJ7I00KOBOJI MYHKIMY MOYEBOTO
myssipst. JIro6oit pocT bakTepuit,
BBIAB/ISIEMbIII IIPU JAaHHOM METO-
me 3abopa MOYM, CUMTAETCS 3Ha-
YYMBIM B OTHOIIEHUV Pa3BUTUA
MHQEKIUY MOYeBOIl  CHUCTEMBI.
B Poccum pmaHHBI MeTON He Ha-
LIIeJT LIMPOKOTO PacIIpOCTPaHEeH NS,

v [IMarHocTr4Yecku 3HAYMMBIM SIB-
nsercsa Bbimenenne 102 KOE/mn
MOYM, HOMYIEeHHON NpM KareTe-
pU3arM MOYEBOTO My3bIPsI.

v Ilpu  BbIleTeHMM  MMKpOOPpra-
HU3Ma B MOHOKY/IBType M3 CBe-
JKeBBIZE/IEHHOI Mouu (cobpaH-
HOJl B CTEPUJIbHYI0 €MKOCTb IIpPU
CBOOOJHOM  MOYEVCITyCKaHNMN)
B TTpe > 10° KOE/M1 3TOT BO3-
OyRUTENIb MOXET CUUTATHCS ITHUO-

Meauatpus. N° 4

Tema Homepa: 3a007eBaHIA MOUEBOIT CUCTEMbI Y fiE

Tabnuya 1. Ocobennocmu KAUHU1ECKOIL KapmuHvl nuenoHedpuma y demeii

Ny
FHS

ITpusnakm ety nepBoro roga >XUsHu HeTu cTapiero Bospacra
CoueTaHye CUMIITOMOB

IlebroT [Ipeo6naaHye CUMIITOMOB

06111eMH(DEKIIMOHHOTO XapaKTepa,
3aboeBaHMA 0611eMH(DEeKIMOHHOTO XapaKTepa

6071eBOTO ¥ M3y PUIECKOTO CHHPOMOB
CHMITOMBI . 3aBUCAT OT XapaKTepa TedeHNs,
BbIpaskeHbI BIUIOTD 10 HEIIPOTOKCHMKO3a
VHTOKCHKAIIUM BO3PACTa, HAINYMA OOCTPYKIUY
MeHnnnreanbHble o
BosMosxHBL Kpaitne penko
3HAKI
DebpubHasd, pexe cyodebpuibHasd, DebpubHasd, pexxe cybdpebpunbHas,

JIuxopagka BO3MOXXHBI 6€CIPIINHHBIE IO beMbL YacTO OeCIpUINHHbIE IOXbEMbI

TeMIIepaTyphl

TeMIIepaTypbl

CpoirnBanue, ppoTa

YacTble CphITMBaHMA, BO3MOKHA PBOTA

PBoTa npy BpIpa’keHHOM MHTOKCUMKALUI

bonu B xxuBore,

MTOSICHYIHOM DKBUBa/IEHT 60U — OECIIOKOIICTBO [IpucyrcrBytor
obmactu
Hapymenne YualieHHOe WIN pefKoe, BIVIOTh 0 Hepep>xanne moun, pegkoe M
MOYENCITYCKaHUA OCTPOIL 3aJJep>KKI MOYM yJaleHHoe, 6e300/1e3HeHHOe
Kuregnprit

Hepepko, gaue B ge6rore 3a6oeBanms Penko
CUHJPOM
lTenmaTonmeHanbHBIN .

Y 1/3 pgereit Penxo
CUHIPOM
JIOTMYECKM  3HAYMMbIM, [aXKe MUKPOOMOIOTMYEeCKOM MCCIIejoBa-

B CIy4ae OTCYTCTBUSA XapaKTep-
HOJM KJIMHMYECKON KapTUHBI MH-
beximy MOYeBOIT CUCTEMBI.

v Ecmn obpaser; B3AT y pebeHKa
¢ cuMmnToMamy VHQEKIUM Op-
TaHOB MOYEBON CHCTEMbI WU
Ha ¢QoHe mpmema aHTMOaKTepu-
aJIIbHBIX IIPeIapaToB, TO BBblfle-
NleHne BO3OYAUTENs JaXKe B TUT-
pe> 10> KOE/mn MoxeT CYnTaThCs
STUONTOTUYECKY 3HAUVMBIM.

v/ 'Y HOBOPOXX[ICHHBIX 9TOT YPOBEHb
He JOCTUTAeTCs [0 IIpranHe 6osee
KOPOTKOT'O BpeMeHU IIPUCYTCTBUA
OakTepuit B Mode. B aT0i1 CBA3K
HOBTOPHBII BBICEB OTHOTO U TOTO
e BO3OyAuUTeNs y AeTell MepBBIX
Tpex MecsleB JKU3HM, He3aBUCU-
MO OT KOJIMYeCTBA, JJO/DKEH pac-
CMaTpUBaTbCA KaK OakTepuypns,
0COOEHHO IIpU HAIMYUM [PYTUX
CUMIITOMOB MH(QEKI[M OPraHOB
MOYeBOI cucreMsl [28, 30, 31].

Heo6xopuMbIM yCIOBUEM LOCTO-

BEPHOCTHU pe3y/NbTaToB OaKTepuo-

JIOTUYECKOTO MCCIeTOBAHUA MOYN

sIBIIsIeTCsA COOp aHA/MN30B O Hada-

Ja aHTMOAKTepUaNbHON Tepamuu.

OrcyTcTBUe OaKTepUypum Ipu

IpOBENEHNI IIOCEBOB MOXET OBITH

CBSI3aHO C BIMSIHMEM aHTKMOaKTe-

pUanbHOI Tepamuu, 06pa3oBaHueM

L-¢opm, HammaueM MUKPOOpPraHU3-

MOB, He BBIAB/ISIEMBIX IIPJ OOBIYHOM

Huu [14, 16].

K pomonHuTenbHbIM MeTOZaM 06-
C/IeZOBAHUSA [ieTell OTHOCST BBISB-
nenne 6ojee penkux Bo3OymuTesneit
uHpexumy (XIaMUINY, MUKOIUIa3Ma,
ypeariasma, IpuObl, MUKOOAKTEPUI
TybepKynesa), 1CCIefOBaHe TyMO-
PAIBHOTO U KJIETOYHOTO MMMYHUTe-
ta. [Inenonedpurudecknit mpouecc
MO3BOJISIIOT ONPENENINTD U TaKUeE J[0-
[IOTTHUTEIbHbIE MCCTIefOBAHMS, KaK
OMOXMMITIECKOe MICCIIEOBAHIE MOYIL,
BBIAB/IIONIEEe HAPYLIEHNs KaHajIb-
LeBbIX (QYHKIMII NOYeK (CHIDKeHMe
aIyJ0aMMOHJOTeHe3a, OKCalypus,
yparypus, docdaTypus u Kampruit-
ypus); OMOXMMMYECKMIT aHAaMn3
KpoBH, 671arofapsi KOTOPOMY MO>KHO
OTIpefIeNNUTh CTelleHb AKTUBHOCTU
BOCIT/IUTENBLHOTO TIpoliecca U QyHK-
nuo nodek (0enok m 6GerKoBbIe
¢dpakunn, MmoyeBrHa, C-peaKTUBHBIIN
6€J10K); yIbTpasBYKOBOE MCCIIEIOBa-
Hle IOYeK, I03BOAIIee 00Hapy-
JKUTh aHOMAIMM PasBUTHUA IOYEK.
ITo maHHBIM YIBTPa3BYKOBOTO JCCITE-
moBauus (Y3V) MOXKeT BBIABIATHCS
yBe/mdeHne Mo4eK, CHYDKeHe (B 0CT-
pyio ¢asy) mim HOBBILIEHNE 9XOTeH-
HOCTM IIAPEHXMMBI IT0Y€eK, OCYLIeCT-
B/ISIETCs OLleHKAa MHTPapeHanTbHOI
reMOAMHAMIKY (IYIIIEKCHOE JIOIIIIe-
POBCKOE CKAHMPOBAHUE 1 JIOIIIIEPO-
rpaduis MoYeyHBIX COCYOB). Bricokas
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YyBCTBUTENBHOCTD METOMIA TT03BOIS-
eT BBUIBUTD VHQWIBTPATUBHO-CKIIE-
pOTHMYEeCcKMe MPOIecChl B ITOYEYHOI
MapeHXMMe Ha paHHMX 9Talax 1 obec-
He4YNBaeT BO3MOXXHOCTDb MJIMTE/Ib-
HOTO JVHAMIYEeCKOT0 HaOMIOeHsI
60bHBIX ¢ menoHedpuToM [20, 32,
33]. Ilpu uucrorpadunu ycranasnu-
BAeTCs Ha/lIM4ue My3bIPHO-MOYETOU-
HMKOBOTO pedyIioKca 11 KIamaHa 3aji-
Hell ypeTpbl; 110 JAHHBIM yporpadun
U peHOCLHTUTPpaduy TOYeK OIperie-
JA€TCs HapylleHne QYHKIUM ITOYeK
[16, 28, 30, 31, 34]. Pesynprars! nccre-
mosanusa A. Hoberman u coasr. [35],
B YaCTHOCTY, TIO/TBEPA/IN BBICOKYIO
PacIpoCTpaHeHHOCTh YPOAVHAMU-
YeCKMX HapYLIEHWIl y IeTell paHHero
BO3pacTa — y 39% peteit ¢ nuHpeEKIM-
eil OpPraHOB MOYEBOI CUCTEMBI ObLT
06HApyKeH My3bIPHO-MOYETOYHIKO-
Bblil pedriokc. [Junammudeckas Hed-
pocuMHTUrpadusa NPOBOAUTCA LA
BU3Ya/IM3aLMN U OLEHKU (YHKIUO-
HAJIBHOTO COCTOSTHIISI IIOYEK (CTeIeHN
nep¢ysnn opraxa, CKOpocTu Ky6od-
KOBOJT QUIBTPAINY, BbIIETUTENTbHOI
¢dynxuun). CraTiyecKyo CLUHTUTPa-
(110 pEeKOMEHAYIOT /L1 OIIpefeIeHIs
KO/Mn4ecTBa (YHKIMOHMPYIOLLEN
[IapPEHXVMBI, HaIM4YVsI O4arOBBIX 00-
pasoBaHmii (py61i0B) B IOYKe, IO3BO-
JIIOIIVIX IMaTHOCTMPOBATh pedyIIoKC-
Hedpomarmio [35, 36].

Psap uccnepmoBareneit o6patuin
BHUMaHI€ Ha 3HAYNTENbHOE IIOBBI-
IIeHUe YPOBHA IIPOKAIBIUTOHU-
Ha (procalcitonin, PCT) B mnasme
y mereil ¢ nH(pEKIMel OPraHOB MO-
4yeBoli cuctemsl [37]. Ilpu atom s
MHQEKINU MOYEBOI CUCTEMBI 3TOT
MeTOJ], ABJIIETCA BBICOKOCTIenNpIY-
HBIM — 89,7%; InA CpaBHEHMA: CIle-
MPUIHOCTD METOAA OIpefeIeHNs
C-peakTuBHOro 0e/IKa COCTABIIsET
18,5%. PCT Tax>ke MOXeT MCIIOIb30-
BaThCA KaK BHICOKOUYBCTBUTE/IbHBII
Mapkep popmupoBaHus HeppoCKe-
posa. Y pereit ¢ HedpocKmepo-
3oM KoHneHtpanusa PCT B mmasme
B 1,5 pasa mpeBbllIaeT TaKOBYIO
y 6ObHBIX 6€3 CTPYKTYPHbIX M3Me-
HEHUII B IIOYKaX.

Haub6onpmne TpygHOCTH y HOBO-
POXXJIEHHBIX [eTeil HpeAcTaBisieT
nuddepeHnnaapHas FUATHOCTUKA
nuenoHeppuTa ¢ nHPpeKUMenr Mode-
BBIBOJAINMX IIyTeli. BaxHyio ponb
3[1eCh UTpPAET olpeferienne pepMeHT-
ypum u ypoBHS 6eTa-2-MUKDPOIJIO-

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

6ynuua (B-2-MI') B kpoBu n Moue,
[IOCKO/IBKY 6e3 BOBJIEYEHMsI B IIPO-
I1eCC MOYEYHOI TKaHU aKTUBHOCTD
(bepMeHTOB U HapacTaHe 3HAYeHNUI]
b-2-MI' y manueHTOB ¢ MH}peKunen
MOYEBBIBOSIINX IIyTel BBIpaXKe-
HBl He3HauYNUTenbHO. Ilpu nmerno-
HedpuTe MOBBIMIAETCA AKTUBHOCTD
BceX (epMeHTOB MOYM, 33 MCKIIIO-
JeH1eM XOoMnHacTepassl. Hanbormee
3HAYUTEPHO IIOBBILIEH YPOBEHb
JAKTaTHernfporeHassl (B 6 pas mpe-
BBIIIAET HOPMY), @ TaKXKe raMma-
rryTaMuaTpancdepassl (B 3 pasa
Bblllle HOpMbI). HabrmogaeTcs Takxe
3HAYNTE/IbHOE YBe/IIMYeHIe COffepIKa-
Hus B-2-MTI B moue (B 20-25 pas),
IPY 9TOM B CBIBOPOTKE KPOBU YPO-
BeHb b-2-MI' mosbllIaercs TOJNb-
ko B 1,3 pasa [10]. CnenoBatenbHo,
MH(EKINMIO MOYEBBIBOAAIINX Iy TEl
(kax MHQEKIMOHHO-BOCIATUTENb-
Hoe 3a007IeBaHIe HIDKHUX OT/EIOB
MOYEBOII CHCTEMBI, He 3aTParuBao-
11ee MOYKM) MOYKHO TIPEJIONT0KNATh
y HeTell HEOHATAJbHOTO IIEPUOAA
IpYU BBIABJICHUY TOTBKO MOYEBOTO
CMHApPOMa B BUJe JIEHKOLUTYpPUN,
IpOTeNHypun u OaKTepuypunm u B
OTCYTCTBUE U3MEHEHMII IO JAHHBIM
PEHTIEHONOINYECKIX U YIbTPa3By-
KOBBIX METOJIOB MCCTIEIOBAHMAA, METa-
00MMYecKNX HapYIIeHWIT, U3MEHEHs
BOCITA/INTE/IBHOTO XapaKTepa B aHa-
NM3e KPOBU, a TAaKXKe HapacTaHWs
bepMeHTYpUH U YBENTUYEHNUS YPOB-
HA b-2-MI B kpoBu u moye. B cryyae
06Hapy>KeHIsI HApYLICHNUs YPOAMHA-
MKI, HA/IMYVST QaHOMAJIVIT Pa3BUTIS
II0Y€eK, BOCITA/INTENbHbIX MI3MEHEHI
B KPOBU, MOYEBOTO CUHJpOMa, Oak-
TePUYPUM, METAOONIMIECKIX 3MeHe-
HII, CHIDKEHNA KOHLEHTPALVIOHHOM
(GYHKIUM [IOYeK, BBIB/ICHNSI 3HAYN-
TeNbHON (epMEHTYPUM ¥ IOBBILIE-
HuA b-2-MI' B Moue MOXXHO Tipefi-
HOMOXXUTb Pa3BUTIE BTOPUIHOTO
(ob6cTpyKTHBHOTO) MueToHeppuTa.
Eme pas mogyepkHeMm: 0 IpuYMHe
HEZOCTATOYHO BBIPAXKEHHBIX KJIV-
HIYECKMX IPOSABICHNUI MHPEKIUN
OPraHOB MOYEBOJI CUCTEMBI y AeTell
paHHero BO3pacTa, a TAKXKe yINUTHI-
BasA 6ojlee BHICOKUIT PUCK Pa3BUTUA
[IOBPEX/IeHNS IIOYETHON TKaHI, 9eM
y CTapILIVX IeTell, e TV PAHHEro BO3-
pacTa ¢ uH(eKIyell OpraHoB ModYe-
BOIT CUCTeMBI JO/DKHBI HAXOAUTHCS
10/l IIPUCTA/IBHBIM HabmofieHIeM
HefMaTpoB U HepOIOroB.

AMepuKaHCKas aKaeMIs e UaTPOB

(American Academy of Pediatrics —

AAP) paspaborana crenyoine pe-

KOMEH[JaLMN 0 AMAarHOCTHUKE 1 Jie-

YEeHNI0 MHQEKI[NIU OPTaHOB MOYEBOII

CHCTeMBI Y HOBOPOXX/I€HHBIX 1 € Tell

pauHero Bospacra (1999):

= Ham4due MHPEKUNN OPraHOB MO-
9YEBOIl CHUCTEMbl [O/DKHO OBITH
3aII0[JO3PEHO y BCeX JIeTell B BO3-
pacte or 2 MecAleB [0 2 JIeT
C HeOODBSCHUMON JMXOPAIKON,
y TaKMX JeTeil JODKHO ObITh Ipo-
BeIeHO 00CIeOBAHIIE;

= [leTSAM pAaHHETO BO3pacTa C He-
0o0bsicHUMOIT  uxopajkoit  (6e3
KaTapaJbHbIX SABJIEHUII) peKo-
MEH/IyeTCsI SOCTAaTOYHO ObICTPO
Ha3HAYaTh aHTUMUKPOOHYIO Tepa-
o (O MOMTyYeHNsI Pe3y/IbTaToB
[I0CeBa MOYI), & TPV BBIPAXKEHHOI
CTeleHM MHTOKCYUKALUIL, HeTUapa-
TaLMU U CHIDKEHUHU CIIOCOOHOCTH
[IepOPa/IbHOTO yCBOEHMsI IIMTa-
HUsI — [IApPEHTEePATbHOE BBEEHIE
aHTNOAKTePVAIbHBIX CPEJICTB;

= cOop MoumM [y moceBa y feTel
[IepBOTO TOfia JKVM3HM pPeKOMeH-
[IOBAHO OCYILECTB/IATh Yepe3 Ka-
TeTepU3aLNI0 MOYEBOTO ITY3BIPS,
a TaKXKe METOJOM Ha/I0OKOBOI
ITYHKUVM (JaHHBII METOJ, VICIIO/Ib-
3yeTcs 3a pyOe)KoM, HO He Halllel
IIMPOKOrO MpPYMEHEHNs B HAlIel
crpane — IIpum. asm.);

= IpPYU OTCYTCTBUU ITIOTIOXKNUTENBHO-
rO KIMHUYECKOTO OTBETA Y feTell
paHHero Bo3pacta ¢ UHpeKIH-
€l OpraHOB MOYEBOI CHUCTEMBbI
Ha IIPOBOAMMYIO B TedeHue 2 Cy-
TOK aHTMMMKPOOHYIO Tepainmuio
Heo06X0MMO OBTOPHOE MCCIIERO-
BaHIe MOYII;

= fleTM B BO3pacTe OT 2 MecsAIeB
mo 2 ner ¢ uHeKuMer opraHos
MOYEBOJ CHUCTEeMBI, IOTy4aBIle
[IapeHTepaIbHOE BBEHEHNUE aHTHU-
O6MOTIKA, NO/DKHBI IIOC/IE 3TOTO
nponTu 7-14-IHEBHbI KypC IIep-
Opa/lbHOM  aHTUOAKTepUaNIbHOMN
Tepanny;

= qmocne  7-10-gHEBHOro  Kypca
aHTUMOAKTEPUANBHON  Tepammn
U CaHALMM MOYM HETSM PaHHEro
BO3pacTa ¢ MH}eKIMell OpraHoB
MOYEBOJ CHCTeMbI HeOoOXOLUMO
HAa3HAYUTb IpUEM aHTUMUKPOO-
HBIX IIpEIapaToB B TEpPAIEBTHU-
9eCKUX JIN IPOQPUIAKTIIECKIX
703ax B TeueHue 3—4 Hepmensb [28].
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Neyenune undekuum opraHos
MOYeBOii CUCTeMbI Y fieTelt
PaHHero Bo3pacrta

VHbekunn MOUeBOIt CUCTEMBI pe-
LUAVBMUPYIOT y G0OJIbLIelt YacTy ma-
LMEHTOB B Ompkanmue 3 mecsAla
II0C/Ie IEepBOTO 3IM307a, B CBA3NU
C 4eM Hepenko TpeOyercs IpoBe-
TeHue MOBTOPHBIX KYpPCOB aHTH-
6axTepnanbHoll Tepamun. OT TOro,
HACKOJIbKO IPaBMIBHO BhIOpaHa
CcTapToOBas aHTUMUKpPOOHasA Tepa-
Vs MHPEKINU MOYEBOIl CHCTEMBI,
B KOHEYHOM MTOTe 3aBUCAT 3-
(eKTMBHOCTD JIeYeHMS U IPOTHO3
6onesun [38]. OcHOBHOE MecCTO
B Tepanuy MHQEKIUM OpTaHOB MO-
4eBOJT CHICTEMBI 3aHIMAIOT aHTUOAK-
Tepua/bHble IPernaparsl IMPOKOTo
CIIeKTpa JIeICTBUA, CIIOCOOHBIE II0-
IaB/IATh KaK IPaMOTpPUIATENbHYIO,
TaK U TPaMIIONIOKUTENbHYIO (r1opy —
B IIEPBYI0 O4epenb IedanoCIopuHbI
II n III moxoneHus u 3amjuIeHHbIE
MeHuIVUIHE [14, 16, 28, 30, 31, 38].
Llepukcum - aTo pedanocnopux
IIT nmokonenus pnA mpuema Iep-
OpasbHO, 06/TaaloNINIT TOBbIIIEH-
HOJ YCTOWYMBOCTBIO K TUJPONU3Y
IIof], IelicTBMEM OeTa-/TakTamas. Xa-
PaKTepu3yeTCcs BBICOKMM HPOHUK-
HOBEHMEM B TKaHb II0YEK, CO3/laeT
B TKaHM IOYEK U MO4Ye KOHIIeHTpa-
L[, BO MHOTO Pa3 IpeBbILIA0INE
MIHVMA/IbHYIO MTOJABIAONIYI0 KOH-
nenrpanuio (MIIK) B oTHOmEHUN
E. coli. ¥ pereit BO3MOXKHO IpVIMeHe-
HUe B BUJie TPaHy/I i1 IPUTOTOBJIE-
HUA CYCIIEH3UU U JUCTIEPTUPYEMbIX
tabnerok. Ilepukcum (mpemapat
Cynpakc®) ob6nagaer XOpOIINMMU
OPraHONENTUYECKYMI CBOMICTBAMM,
€ro MO>XHO IIPMHMMATh 1 pa3 B JleHb,
BHE CBSI3M C IIPYIEMOM IIMIIN.

Jospl anTM6aKTepuaNIbHBIX IIpemna-
PaToB LA IedeHNA MHPEKIUN Opra-
HOB MOY€BOJ CUCTEMBI Y JIeTell paH-
Hero BO3pacTa yKasaHsl B T/ 2 1 3.
BosmoxHa «cTyneH4aTas» cxema jie-
yeHuA (OfUH IIpernapar Ha3HadaeT-
Csl CHayasla IIapeHTepPasbHO, a 3aTeM
nepopanbHo) [8, 16]. B mocnennee
BpeM:l, COIJIACHO pe3y/IbTaTaM psfia
HeJAaBHUX UCCAEOBAHUIL, Y JeTel
paHHero Bo3pacTa Ipeobnagaer
rpaMoTpuuarenbHas ¢ruopa, Ma-
JIOUyBCTBUTENbHAA K 1iedaaocmo-
punaMm II moxoneHus, 410 AUKTyeT
HeOOXOAMMOCTh IIOCTOSHHOTO MO-
HUTOPYHIAa MUKPOGIOPBI MOYY Ji/Is

Meauatpus. N° 4

Ny

Tema HoMepa: 3a60neBaHuA MOYEBOIA CUACTEMbI yue@“\g

Tabnuya 2. Aumubaxmepuanvhvle npenapamot 0715 NepoPaAILHOZ0 NPUMEHEHUS
npu un@exuuy opeanos Mo4e6oii cucmemvl y Oemeti nepevix 2 em HU3Hu

AHTHOaKTEpHanbHBIIT IpenapaT CyrouHas mo3a

AMOKCULIMIINH

40 mr/xr/cyrt (B 3 mpuema)

AMOKCI/ILU/UUII/IH/KTI&BYHaHaT

40 Mr/Kr/CyT IO aMOKCHIUINHY (B 2-3 IpyeMa)

CynbhaHnnaMmzpr:
TPUMETONPUM/CyIbhaMeTOKCa30I
(meTaAM cTapiue 1 MecAIla XXU3HN)

6-12 mr/xr TpuMeTomnpyuma, 30-60 MI/KT cynbdhaMeToKcasona
B CyTKU (B 2 mpuema)

Lepuxcum

8 mr/kr/cyr (B 1-2 npuema)

Iledanexcun

50-100 mr/kr/cyT (B 4 mpyuema)

Tabnuya 3. Anmubuomuxu 0715 napeHmepanvHo2o 66edeHuUs, npumMeHsieMble
npu uHdexyuy 0p2anos Mouesoil cucmembl y Oemeil nepevix 2 iem Hu3Hu

Ledrprakcon 75 Mr/Kr/cyT (KpaTHOCTb BBe€HMA — KaKAbIe 24 1)
IMedoTakcum 75-150 Mr/Kr/cyT (KpaTHOCTDb — KaXK/ble 6 1)
Ledrasnpum 50-150 mMr/Kr/cyT (KpaTHOCTD — KaX/jble 6 4)
[Tedasonun 50 mMr/kr/cyT (KpaTHOCTD — Ka)kzible 8 4)
TenTamunma* 5,5 MI/KI/CyT (KpaTHOCTD — Ka)Kzble 8 1)
Tobpamuniuu 5 Mr/Kr/cyT (KpaTHOCTDb — KaXKzible 8 1)
AMOKCULIM/IIVH 50-100 Mr/Kr/cyT (KpaTHOCTb — KaXKible 8 1)
AMOKCUIIM/IIVH/K/TaBy/TaHAT 30 mr/kr/cyT (KpaTHOCTD — KaXKziple 12 1)

* TeHTaMUIIMH ABNACTCA HePPO- ¥ OTOTOKCHYHBIM aHTHOMOTUKOM, IPUMEHACTCA C OOMBIIOI OCTOPOKHOCTHIO
TI07; KOHTPOJIEM YPOBHs KPEaTHHIHA CBIBOPOTKU KPOBMU Y JIeTeil, He MMEIOIIX HapYLICHNIT ITOYeYHbIX (YHKIMIL.

KOppeKuu aHTubOaKTepuaabHOM
tTepanun. Heo6XomuMbIM 3BEHOM
panuoHaNbHON Tepanmuyu MHpEK-
UM MOYEBON CUCTEMBI SBIAETCS
OIlpefie/ieHNe YYBCTBUTEIbHOCTH
BBII€/IEHHOTO BO30OYAUTE/SI K aHTH-
GakTepuabHbIM TpenapaTam. [Ipu
HeO06XOMMOCTI IIPOU3BOLUTCS
CMeHa aHTUOAKTEPUAIbHOIO Ipe-
napara. Kypc nedenns npu nmemno-
Hedpure cocrasisier 10-14 pueit,
mpu nuctute — 7 gHeii [16, 30, 34].

Mpo¢unakTuka MHpeKunoHHo-
BOCNanuTeNbHbIX 3a6oneBanuii
OpraHoB M0Y4€BO# CUCTeMbl

ITocne oKoHYaHMA aHTNOAKTEPHAID-
HOJI Tepanmmu ¥ caHallUM MOYMU pe-
KOMEHJYeTCA Ha3HayeHVe YPOaHTHU-
CEeNTUKOB. Y fleTell paHHEro BO3pacTa
Hanbosee yacTo NpuMeHseTcs Qpypa-
3UJIMH B J103€ 6-8 MI/KI/CyT B Teue-
Hue 2-4 Hepmenp. IIpyu Hanmuuum my-
3BIPHO-MOYETOYHIKOBOTO pehIIoKca
OOJIBIIHCTBO UCCIIE[OBATENIEN CKIIO-
HAIOTCA K IIATENbHON aHTUMUKPOO-
HOIT Tepanuy B IPOQUIAKTUUECKIX
mosax (Hampumep, HUTPOdypaHTO-
UH 1-2 MI/KT OTHOKPATHO B CYTKN).
CIOpHBIM OCTaeTcs BOIPOC O HeoO-
XOAVMMOCTY JINTEIbHOTO Ha3Haue-

HUS IETSIM C aTakoil nuenoHedpura,
HO MMEIOIIVM HOPMaJjIbHbIe Pe3yIib-
TaThl PEHOCHVHTUIPAUU M IUC-
torpadun, TpodMIAKTUIECKNX 103
AQHTUMUKPOOHBIX Hpemnaparos. IIpo-
¢dumakTNKa MOXKeT OBITh peKOMEH-
JOBaHa y JeTei mMiuajuie 6 Mecsales
KVUSHM C TIOBTOPSIOIMMUCS SMM30-
famMy MHQEKINN OPraHOB MOYEBOIl
CHCTeMBI 11 y JieTeil C My3bIPHO-MO-
YeTOYHUKOBBIM pedimokcoM [30, 31,
34, 38]. B Tabn. 4 ykasaHbI OCHOB-
Hble Ipernaparsl, IpUMeHsAeMble I
npoduIakTUKY MHPEKINN OPTaHOB
MOYEBOJI CUCTEMBI y JIeTell PAaHHErO
BO3pacra.

ITpu aHTM6aKTepUaNbHON Tepaun
peKOMeHAyeTCs HpUMeHeHue fe-
CeHCHOMMU3NPYIOIUX IPenapaToB
U IIpenaparoB, CIOCOOCTBYIOIINX
BOCCTAQHOBJIEHIIO MUKPOQIOPBI KN~
meyHuka [16].

HetsaM cTapuie 1 rofa >KUsHU, IpU
OTCYTCTBUY Q/IEPIUYECKUX peaK-
LMI1, Ha3HAYAETCA KypC IIPOTUBOpE-
LUAVBHOM (pUTOTEpaniL.

ITpy pasBUTUM MHTEPKYPPEHTHBIX
3a00/eBaHNIT IIOKAa3aHO IIPOBEJeHIe
IPOTUBOPELNANBHOTO Kypca ypo-
aHTHCenTUKaMu 1 purorepanuu [8].
OpHako B XOjie MHOTOLIEHTPOBOTO
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Tab6nuua 4. Ipenapamuot, Haubonee 4acmo npumensemvle
ons npounakmuru uHdexyuL 0pzanos Mo4uesoti cucmemvl
y Oemeil panxezo 603pacma

IIpenapar Hosa He npumenaTs
Hurpodypanronx 1-2 mr/xr/cyT
Tpumeronpum/ 2 mr/kr/cyT Y nereit Mmazmze
cynbdaMeTOKCas3osI | 110 TPYMETONpUMY | 1 Mecslia KU3HU
Iedanekcun 2-3 mr/kr/cyT
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PaHZOMU3MPOBAHHOTO KOHTPOJIN-
pyeMoro McciaenoBaHus BIUAHNSA
HEePBUYHOTO ITy3BIPHO-MOYETOYHN-
KoBOro pedriokca u aHTUbaKTepu-
AIBHOT TPOGIIAKTHKYM 060CTpeHNI
nuenoHedppura Ha popMmupoBaHme
HepocKIeposa, MPOBELEHHOTO
E.H. Garin u coasrt. (2006), 6b11n
HOJTy4eHbl POTUBOPEYNBBIE aH-
uele. [Ipu obcnegoBanuu 218 pereit
B BO3pacTe OT 3 MecAues 1o 18 ner
Jepes Tofj Iocye IepBOl aTaKy Iue-
noHedpuTa OBUIO YCTAHOBIEHO, YTO
Iy3BIPHO-MOYETOYHUKOBBIN ped-
JIIOKC JIETKOM M CpelHEil CTeleHN
He BIMAT Ha 4acTOTY 06OCTpeHu
BOCIIA/INTENBHOTO IpoIlecca B MO-
4eBOIT CHCTeMe U He CII0COOCTBOBA
¢dbopmupoBanuio Hedpockieposa.
He 6b1m0 momy4yeHo y6eauTenbHbIX
[QHHBIX U O IIOJIOKNUTETBHOM BIIN-
SHUM aHTMOAKTepuaabHON mpodu-
JAKTUKM 0060CTpeHnt MHeKInun
Ha 9aCTOTY PEeLIUANBOB 3a00/IeBaHsI
u obpaszoBaHue pyOI[OB B IIOYETHOI
napenxume [39].

ITpu nevennu nenoHedpuTa y ferei
paHHero BO3pacTa HeOOXOLUMO YUM-
TBIBaTh, 4TO MO4YTU B 70% ciydaeB
60ome3Hb Ie6I0TUPYeT XPOHNIECKUM
IVICTUTOM, HEPEKO C TaTEHTHBIM Te-
yeHueM, B 49% crnydaes — HEMPOTeH-
HOJT IUCYHKIIMEN MOYeBOTO ITy3bIPst
II0 [UIIO- WK IUIeppedIEKTOPHOMY
tuiy. B 45% cryvaes nuenonedput
pasBMBaeTCA HPU IIy3BIPHO-MOYe-
TOYHMKOBOM pedIIioKce U MMeeT 3a-
TSDKHOE JIV XPOHNYECKOe TeUeHNe.
ITpu AIUTENBHOM WV XPOHIIECKOM
TeYeHUN nueoHepuTa B paHHEM
BO3pacTe PeKOMEHNIyeTCs IpoBefie-
HIIe TIOTTHOTO He(pO-ypPOIOrndecKo-
ro 06C/IeOBAHI C 1Ie/IbI0 BBISABIIE-
HUS IPU3HAKOB (YHKI[MOHAIBHOI
JWIV OPTaHMYeCKo OOCTPYKIMU.
Y3V moyek MO>XXHO JenaTh BO BpeMs
aKTMBHOCTU MH(}EKIMOHHO-BOC-
HaJIMTeNIbHOTO Ipoliecca, IpU 9TOM
CTIefyeT IIOMHNTb, YTO HOPMa/IbHbIE
pes3yabTaThl aHTEHATa/lIbHON CO-

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

Horpadmy He UCKITIOYAIOT HaMNYUs
BPOXX/IEHHBIX IOPOKOB Pa3BUTHUS OP-
IaHOB MOY€EBOI CMCTEMBbI. MUKIIMOH-
Hasi upctorpadus 1 3KCKpeTOpHast
yporpadusi IpoBOAATCS He paHee,
4yeM 4epe3 1-2 Hemenu mocie CTH-
XaHMA BOCIHAJNTEIBHOIO IIpOIiec-
ca. Yporpaduio MOXHO IIPOBOSUTD
IeTsM B BO3pacTe He MJIajlle 3 He-
menb. Ecu pesympraTsr 06cmenoBa-
HISI OKa3ajucCh OTPULIATEIbHBIMI,
PeKOMeH/IyeTCcsl UCC/IefloBaHNe MO4N
Ha MMKOIUIa3Mbl, ypearla3Mbl, X/Ia-
MUJINY C BBEJIEHUEM B Tepanuio (Ipu
IIO/IOXKNTE/IbHBIX Pe3y/IbTaTax) aHT!-
OMOTVKOB 3 TPYIIIBI MaKpOIUJIOB
[28, 30]. OTMeTUM, YTO UIEATIBHOTO
IPOTOKOJIA [yisi Hab/MIOneHNs feTel
HOCTIE TIepeHeCceHHO NHpEKIUN op-
raHOB MOYEBOI CUCTEMBbI HeT. Tak,
K IPeMMYIIeCTBAM «arpecCUBHOTO
IpoTOKO/Ma» (C MpOBefeHNeM IOJI-
HOTO PEHTTeHOYPOIOrNIeCKOro 06-
C/IeJOBAHNS) OTHOCAT TO, YTO C €ro
IOMOIIBI0 MOXKHO TOOMTHCSA BBICO-
KOT'O IIPOLIEHTA BBIAB/ICHN IY3bIp-
HO-MOYETOYHMKOBOTO pedrioKkca
U IpefOoTBpallleHNsI CMOPIIMBAHNSA
IIOYKM, @ K HeTOCTaTKaM — BBICOKYIO
CTOMMOCTD ¥ GOJIBILIYIO IeKapPCTBEH-
HYIO Harpy3Ky Ha IallJieHTa ypocel-
TuKaMu [34].

CoKpaTUTh pPUCK BO3HMKHOBE-
HUsA MHGEKUNM MOYEBON CHCTEMBI
y [ieTell paHHETO BO3pacTa MOXET
IIOMOYb C/IeOBaHMe CIIEAYIOIINM
npaBuaaM: 1) ycTpaHeHMe pac-
CTPOJICTB MOYEVCITYCKaHM U 3aIl0-
poB; 2) moTpebieHme aleKBaTHOIO
KO/MMYECTBA KUAKOCTH; 3) PexXUM
HIPUHYANTETbHBIX MOYENCITYCKaHMIA.
Tepanus 06CTPYKTMBHOTO NMeENO-
HedpuTa TPOBOZUTCS COBMECTHO
¢ pmerckuMm yponorom. Pemaercsa
BOIIPOC O MOKa3aHUAX K OIepaTUB-
HOMY BMelIaTenbcTBy. Jletn ¢ my-
3BIPHO-MOYETOYHIKOBBIM PeIIoK-
com I-II mu III cTenmenu B TeuyeHUe
MHOTUX JIeT IIOJjIe’kaT KOHCepBa-
TUBHOMY BeJleHUIO, OCHOBAHHOMY,
IJIaBHBIM 00pasoM, Ha [IUTEbHO
npoduaakTukKe ypocentukamu. Me-
POIIpUATHS, HAlIpaB/IeHHbIE Ha HOP-
Manu3anuio QYHKIUM HIDKHUX
MOYEBBIX IyTell, ABIAIOTCA 4aCTbIO
nedeHus 60IBHOTO € IY3bIPHO-MO-
YeTOYHMKOBBIM pedIokcoM. B Tom
YIICIIe IIPOBOJUTCS SH/IOCKOIIMYEeCKas
KOPPeKIVA Iy3bIPHO-MOYeTOYHIKO-
BOTO peIIIoKCa TPaHCypeTpaIbHbIM

MOACIM3UCTBIM BBEIEHNEM pa3yInd-
HbIX MaTepuasoB [40]. B mocrenuue
rOAibl MOKA3aHUAMM K OIepaTUBHO-
MY JIe4YeHUIO ITy3bIpHO-MOYeTOYHN-
KOBOTO peIioKca CIy>KaT BbICOKAsI
crenenp pediokca (IV-V) u Hempe-
PBIBHO-pelUAVBUPYIOLee TedeHVe
nuenonedpura. IlokasaHueM K ore-
PaTUBHOMY JIeYeHVIO B PaHHEM BO3-
pacTe CUNTAIOTCS BCe BUABI OOCTPYK-
TUBHBIX YPOIATNI, NMPUBOAAMINX
K 3a/iep)KKe CO3peBaHMs II09eYHO
TKaHM, Pa3BUTUIO BTOPUYHOTO IMe-
noHepUTa, KOTOPBIIT MOXKET IIPUBO-
INTDb K BOSHUKHOBEHMIO YPOCEIICHCA.
Heo6xoamMmMo y4YMTBIBATh, YTO
B paHHEM BO3pacTe NMeTOHePpPUT
OpoTeKaeT MpPU BBIPAXEHHOMN
HecTabMAbHOCTH ILUTOMeMOpaH
U [UCMeTab0/INYeCKIX HAPYIIeHNIT,
IIO3TOMY YK€ 4yepes 3-4 mHA Iocye
Havajaa aHTMOaKTepManabHOI Tepa-
OUM 1LjenecoobpasHO COBMECTHOE
Ha3HaYeHlUe HIDKeIlepedMCIeHHbBIX
AHTUOKCUIAHTOB 1 MeMOpaHOCTabM-
NN3aTOPOB KypCOM He MeHee MecsIja:
1) ButamuH E 2 mr/kr 1 pas B cyTkn
B JIHEBHOEe BpeMsd; 2) BUTaMUH By
1 mr/kr 1 pas B CyTKU B yTpeHHee
Bpemst; 3) Keupudon (aTuaponosas
KMCIoTa) 2%-Hbli pacTBOP 110 1 yaii-
HOJI JIOKKe 3 pasa B JieHb Ilepe]
enoit; 4) BetopoH (6eta-kapoTuH)
1o 1 xarte Ha KaXX/IbIll TOJI >KI3HIA.
ITpo6MOTHKM NPUMEHSAIOTCA HOCIe
OKOHYaHMs aHTUOAKTepuanibHO
Tepanuy, a crenndudeckue daru -
IpU IIUTEIbHOM BBICEBAaHUM OJJHO-
TUITHOTO BO3OYAUTENA U3 KUIIeYHN-
Ka JI MOYI.

[TosiBnenne y fieTell HEOHATATBHOTO
Hepuoya, 0COOEHHO Y HOBOPOXK/IeH-
HBIX C TsDKEJION IepMHATaIbHOM Ia-
TOJIOTMEN, TTOCTIE€ PEAHNMALVIOHHOTO
JIeYeHNs TaKe MajIon rpM61<0130171 VH-
dexunn (Koxa, CIU3UCTDIE, IPUODI
B MoOuYe) AB/IAETCA OKa3aHMeM i
Has3HaueHMs1 (QIyKOHA30/a B [j03€
6 MI/KI W1 Ipo(UIAKTUKY reHepa-
NM3auMY KaHAUTO3HOM MHQEKINMN.
Hapsny c a1uM crefyer IpoBOUTD
6onee yrmybmenHoe obcimenoBaHue
MOUYEBOJ CUCTEMBI, BKJIIOYAIOIIee
V3U nouek u rucrorpaduio. Jleue6-
HbIe J103bI (ITYKOHA30/1a Y HOBOPOXK-
IE€HHBIX COCTAB/IAIT 8—12 MI/KI/CyT
IepOpabHO WIN MapeHTeparbHO
B TedyeHue 4-6 HefleNnb 10f, KOHTPO-
JeM KIMHMYeCKUX ¥ OuoxmMmdec-
KJMX aHa/IM30B KPOBY, OOIIUX aHa-
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JIM30B MOYM, Pe3y/IbTATOB MOCEBA
moun [41].

Teyenue mnuenoHePppUTUUECKO-
ro mpoljecca MpoTekaet Hambomee
O7IarONpUATHO B CIy4ae paHHENl
[MATHOCTUKM, a[IeKBATHON TE€paUN
U B OTCYTCTBUE IPYOBIX IOPOKOB
pPasBUTUA MOYeK (MYIBTUKUCTO-
3a, MOMKNCTO3a, TUAPOoHedpo3a).
Tax, Mo HAIIMM TAHHBIM, Ha QOHe
npodUIAKTUIECKUX U JIeUeOHBIX
MEPOTPUATUIN IIUTENbHASA KIU-
HIKO-TabopaTopHas peMUCCUs
nmenoHepPUTUIECKOTO IIpoLecca
Habmoganacy y 76,5% manueHTos
¢ nHbeKIUell OpraHOB MOYeBOI
cucrteMsl [4, 10]. Ilposenenne Y3U
[OYeK [IeTsAM HauMHas C POXKEHIS
[03BOJIsIeT PAaHO AUATHOCTUPO-
BaTb IMEI09KTA3NI0, TUIIOI/IA3NIO
Y HaYMHAIIYOCs TufpoHedpoTH-
YecKylo TpaHCchOpMaLMI0 TOYeK.
B pganpHelimeMm BBISABIEHHBIN
[0 ZaHHBIM LUCTOrpaduy IysbIp-
HO-MOYeTOYHMKOBBIT pednokc,
Ha oHe KOTOPOTO Pa3BUIICS MUETO-
HepuT, IOABEpraeTcs IeYeHNIO erie

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Yy fieTeil

IIpuBeneM miaH JUCIAHCEPHOTO Ha-
OmoneHys geteil ¢ MHQeKIMel opra-
HOB MOY€BOJI CCTEMBI:
v OcmoTpbr:
= peguaTp - 1 pas B 1-2 Mecsna;
= Hedporor - 1 pa3 B 3 MecAILa.
v/ AHanuspl MOYM: KIMHUYECKUI —
1 pas B 1 MecsLl U IpU MHTEPKYP-
PEHTHBIX 3a007I€BaHMSIX.
v/ Jleyenue ByNbBUTA, yPETPUTA U JIP.
v [lymTenpHOCTD Hab/IONEeH s — 6 Me-
CAIIEB.
Hmxe ykasana mpumepHas cxema
AUCTIAaHCEPHOTO HAO/IOfeHUs AeTeil
¢ mmenoHeppUTOM:
v OcmoTpsr:
= megyuarp — 1 pas B Mecsl B Te-
4yeHue IIepBOro rofja, jajee —
1pas B 3 MecALa;
= Hedporor — 1 pa3 B 3 Mmecsana
B TedyeHUe IIepBOro rofia, ja-
nee — 1 pas B 6 Mecsues (mpu
CHIDKEHUM IIOYEeYHBbIX (yHK-
uuit — 1 pa3 B 3 mecsna);
= OKYNMUCT — 1 pas B 6 MecsAILEeB.
v/ AHanusbpl MOYM:
= KIMHMYecKuii — 1 pas B 10-14

cALEB, 3aTeM — 1 pa3 B MecsAL
VI IPY MIHTEPKYPPEHTHBIX 3260-
JIeBaHMAX;
= 110ceB MouM — 1 pa3s B 3-6 Mme-
CAIeB;
= OMOXMMMYECKOE MCCIEeOBaHNe
Moun — 1 pas B 6-12 mecsAnes.
v/ AHanmusbl KpOBH:
= KIMHMUYeCKuit — 1 pas B 6 Mecs-
LleB ¥ IpU MHTEPKYPPEHTHBIX
MHPEKIVAX;
= Guoxummyeckuit — 1 pas B rof.
v/ YIbTpasByKOBO€  MCCIEfOBaHMe
IOYeK M MOYEeBOrO My3bIpad -
I10 TIOKa3aHUAM OT 1 pasa B MecsI]
10 1 pasa B 3—-6 mMecALEB.
v Pentrenoyponorndeckoe o6ce-
TOBaHMe — 110 TIOKA3aHMAM.
OcHOBHbBIE NYTU O3[OPOBJIEHUA:
PEeXMM, AMeTa, STAllHbII METOJ Jie-
YeHMN, IPU MHTEPKYPPEHTHBIX 3a-
60/MeBaHMAX — KYypPC YPOCEITUKOB
5-7 nHeit.
CHATHe C yyeTa He paHee YeM uepes
5 JIeT IOTHOT KTMHUKO-TabopaTop-
HOII peMMCcCcHUM IOCIe 06cIefoBa-
HIUs B He(POIOTMIECKOM CTALMO-

Ha IIEPBOM IOy JKM3HU.
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Current overview of the urinary system infection in newborns and infants

O.L. Chugunova, M.V. Shumikhina, S.V. Dumova

State Budgetary Educational Institution for Higher Professional Education Russian National Research Medical University
named after N.I. Pirogov’ of the Ministry of Health of Russia, Moscow

Contact person: Olga Leonidovna Chugunova, ol_chugunova@mail.ru

In infants, many diseases, especially urinary system diseases, are characterized by atypical course due

to morphological and functional immaturity of organs and systems. In newborns, rapid progression of
inflammatory process is common resulting in tissues necrosis and sclerosis in kidneys and other organs.
Nevertheless, in case of timely diagnosis and treatment, high tissues plasticity of newborns promotes complete
recovery of lesions unless they are genetically based. In children aged from 2 months to 2 years with fever, urinary
system infection should be always kept in mind (frequency about 5%) owing to the higher risk of kidney tissues
involvement compared to older children. Antimicrobial therapy may be initiated immediately or after the urine
culture results are ready. For the diagnosis, appropriate urine collection and culture are essential; clinical urinalysis
is used for screening only. Diagnostic imaging is recommended in all children with urinary system infection.
Indications for long-term antimicrobial prophylaxis in children with history of pyelonephritis but without changes

in cystography and renal scintigraphy are disputable.

Key words: newborns, infants, urinary system infection, diagnosis, treatment, prevention, antimicrobial therapy
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B cmampve 06cyxoaromcs 8onpocol d¢ppexmusHocmu ouemomepanuu

U cumnmomamuveckoti mepanuu (adcopbenmol, aHmucexpemopHole,
NpomueopsomHmole U NPomMusoOUapeliHvie cpedcmea) npu ocmpuLx
UHPEeKUUOHHBLX Ouapesix y demeti ¢ NO3UUUU MEOUUUHDL, OCHOBAHHOL

Ha 0okasamenvcmeax. Iokazano, 4mo cUMNIMOMAMu4eckas mepanus

NpuU OCMPuIX KUUEHHVIX UHPEKUUAX 6Ce UUPe UCNOTIb3YemCs 8 Kauecee
dononHeHus K pecudpamauioHHOU U aHMuMuKpoOHOT mepanuu, max Kax
cnocobcmeyem KynuposaHur CUMNIMomos, 6ecnoKosuUux 601vHoeo

U 00CMABAAIOULUX eMy OUCKOMPOPM, YIIYHUEHUIO CAMOUYECNBUS

u bvicmpomy 6occmarosnenuro. Baxcroti cocmasnstouieti komnnekca
mepanesmuUeckux Meponpusmuti npu OcMomu4eckom mune ouapeu y oemei
ABTIAEMCS OUeMomepanus, cnocoocmeyouas 6onee ObLICMPOMY KYyNUPOBAHUIO
JuapetiHozo cuHOPOMA U KOPPeKUUU HAPYUEHHBLX NPOUECCO8 NULLEBAPEHUS.

Kntouegvie cnoséa: ocmpas ungexyuonnas ouapes, ocmpuie KuuieuHole
uHpexyuY, ouema, AHMUIMEMUKU, AHMUCEKPEMOPHDbLE NPenapamol,
aocopbeHmuvl, CONU YUHKA
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BBepeHnue

Ocrpas gmapesi — OfHO 13 Hamnbonee
PacIIpOCTpaHEHHBIX MH(EKIMOHHBIX
3abomeBaHMIl, HpeCTaB/ISIOINX
c0601T Cepbe3HYI0 MeAVKO-COL-
aJIbHYIO NIPOO/IEMY, M3y4eHUIO U pe-
IIEHNIO KOTOPOIl yAelsieTCsl MHOTO
BHMMaHusA. Ilo ganHbIM BceMupHoIt
opraHm3anuy 34pPaBOOXPAHEHIs
(BO3) u OHUCE® (United Nations
International Children’s Emergency
Fund - Jercknit pong Opranusanun
00 benuHeHHbIX Hanmi) [1], exxeron-
HO B MUpE PETUCTPUPYETCS OKOJIO
2 MIIPJ SIIM30[0B OCTPOII [jMapen.
JlocTaTo4HO CKas3aTh, YTO KaXK/ble
CYTKU B MUpE OT 9TOTr0 3a00/IeBaHs
norubaer 6ojee 18 ThICAY UeTOBEK.
IToutn 78% m3 aTMX cry4aesB cMep-
TV TIPUXOANTCS Ha PasBUBAIOLMECS

crpansl [2]. ITo ganupiM Pocriorpe6-
Hazi3opa, B Poccuiickoit Peneparun
B 2012 r. 326071€BaeMOCTb OCTPBIMU
kumednbiMy nHpexnusamu (OKN)
cocraBmwia 528 Ha 100 ThICAY Ha-
CeleHNs; s CpaBHeHMA: 6asoBasd
YacTOTa TPUIIIIA I OCTPBIX pecrupa-
TOPHBIX BUPYCHBIX MH(EKIUI CO-
cTaBAeT 669 cnydaes Ha 100 ThICAY
Hacenenus [3].

ITocTOsIHHO pacupsIMecs BO3-
MO>XHOCTU MUKPOOMOIOTNYECKO
7abopaTOPHOIT AMATHOCTUKY TTO3BO-
JISTIOT Bpady MCIOIb30BATh B CBOEIT
paboTe MHOXKeCTBO pasHOOOpa3HBIX
METOZOB 3THOJIOTMYECKOIL paciund-
posku OK: HaumHaA co cTaHAApT-
HOTO GaKTepMOTOTMYeCKOTO MCCIe-
[NOBaHMs U 3aKaHYMBasA JOCTATOYHO
CJIO)KHBIMU METOJAMII MOJIEK YIS PHO-

TeHETUYECKOTO OIpefieleHNs MUK-
poopranusMoB. EcTecTBeHHO, 4TO
BC€ 3TO CYIECTBEHHO YBE/INYMBAET
3aTpaThl Ha [UAarHOCTUKY U Jede-
Hue KaxJioro 6onpHoro. Exxerogno
B CIIIA mpsamble 3aTpaThl Ha fAKa-
THOCTHKY ¥ JIedeHNe OCTpPOil MHpEK-
LMIOHHOM JIMapen y JeTei COCTaB/IA-
10T IpyMepHO 250 MJIH 1oIapoB [4].
B Poccun Ha cTaHAQpTHOrO MalMeH-
Ta co cpepHeTsDKenon ¢popmoit OKI
B YCTIOBMAX CTAIlMIOHApa TOCY/lapCTBO
TPaTUT OKOJIO 8,5 ThICsTY py6riet, pu-
yeM Ha 1ab0paTOPHYIO IVIaTHOCTUKY
MIPUXOJUTCA OKOJIO 2/3 3TOM CyMMBI,
TO €CTb B CpefHeM 5,2 ThICSYU PyOIeit.
bonpmmuctBo OKM - camokymnupy-
fomnecs 3ab0jeBaHMs, 3aBepIIalo-
IIyecs Yale BCEro CaMOCTOATEIbHO
B TeyeHmne 7-10 gHeit. Tem He MeHee
UL JIedeHUs OCTPON MHQEKIMOH-
HOJI iMapen CyIlecTBYeT OrPOMHOE
YIC/IO IIPelapaToB, OMONIOrMIecKn
aKTUBHBIX JJ0OABOK M TepaleBTU-
yeckux MeTopuk. Hy>xHo mpusHars,
YTO TepaleBTHYecKas 3HAYMMOCTb
MHOTHUX IIpelapaToB 10 MeHbIlel
Mepe coMHuTenbHa. OfHAKoO AMHAa-
MUYHOCTD U SIPKOCTb KIMHUYECKUX
NIPOSABJIEHNI], OYEBUIHBIN JUCKOM-
¢dopT u Te HeynoOCTBa, KOTOPbIE [O-
cTaBisieT MHQEKI[MOHHAsS [uapes,
MOZITA/IKMBAIOT IALMIEHTA )1 €TO Jieva-
IIeTo Bpaya K aKTMBHBIM JelICTBUAM
U TIONBITKAaM KYNMpPOBaTh 3ab0reBa-
HI€E C NePBbIX YaCOB €0 BO3HMKHO-
BeHNA. DTO HeU30eXXHO IOBBIIIAELT
CcTOMMOCTD nederns n craBut OKM
B paspsApj Hambosee 3aTPaTHBIX OCT-
PbIX 3a60JIeBaHNIT YeTTOBeKa.

Ilnetotepanus

B xommiekce TepaneBTUYECKUX Me-
ponpusaTuii npu OKV guerorepanus
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3aHMMaeT Ba)KHOe MecTo. MHeHMe
0 HEOOXOVIMOCTY Cepbe3HbIX Orpa-
HUYEHMII MUIIEeBOrO paljiioHa Ha-
CTOJIBKO YCTOSIIOCH, YTO KaK 6yATo
Obr He TpebyeT crennanbHOro 06-
cyxpenns. CoBeplIeHHO OYeBUIHO,
yto nmpu OKM nopakena cnmsucras
000/109Ka KUIIEYHMKA, HAPYLICHDI
IPOLIeCChl MUIeBapEeHNsI, U3MEHEH
MACCaX MMIEBOTO KOMKA IO KIIIKe
u 1p. VIMeHHO [T09TOMY B IINMTAHUY
6onpHOrO pebeHka npeobmajaoT
MIOfIBEPTIINeCs] TEPMUYECKON 1 Me-
XaHMIeCKOil 00paboTKe MOIOYHBIE
IPOAYKTHL C PACTUTEIBHBIMU KOM-
IIOHEHTaMU, Kalllyl, C/IM3UCTBIE CYIIBL,
MsACHBIe 0711072, NPUTOTOBJICHHBIE
u3 ¢apuua, 1 T.0. OFHAKO IPUHLUIIN-
QIIbHO MOBJIMATH HA BBIPAKEHHOCTD
U TIPOJOJDKUTE/IBHOCTD AUCHYHKLIUN
KIIIEYHNKA C [IOMOLIBIO ANEeTOTepa-
IIVIV MOYKHO JIVILII TIPY OCMOTIYeCKOI
Iyapee, TO eCTb Jyapee, CBI3aHHON
¢ hbepMeHTATVBHBIMI PACCTPOIICTBA-
MU B KUIIEYHNUKe (Mambabcopoumein).
Haum mccnemoBanms moxasanm, 4To
(dbeHOMEH Tak HasbIBaeMOJl fycaxa-
punasHoil (TaKTa3HOIT) HEJOCTATOY-
HOCTU HecrennduieH 1 IPUMEPHO
C paBHONM YacTOTON HA6MIOgaeTCs
npu OKW camoit pasHolt saTnonorun
[5, 6]. OTO MOmUepKUBAET LeTIeCO06-
PasHOCTb OTpaHMYEHMIT B MUTAHUA
Ha TEePMOJ OCTPBIX IPOSIBIEHUI
o600 KuievHoy MHGexuun. B fan-
HOM CJIy4ae pedb UJET O CpefHeTs-
JKEJIBIX U TSDKeBIX popmax 607e3Hu,
Ipy KOTOPBIX matoMopdosmornyec-
K€ M3MEHEHNs B KUIIEYHUKE I0-
CTAaTOYHO BBIPAXKEHBI, a MpobieMa
JIAKTa3HOJ He[OCTATOYHOCTH MIMeeT
K/IMHIYECKYI0 3HAYMMOCTD [5].

ITo ompenenennto BO3 (2006) [7]
n BcemMupHOI opraHmsanuy racTpo-
snTeponoros (World Gastroentero-
logy Organisation, WGO) (2012) [1],
KIMHNYeCKas KapTuHA JTaKTas3HOI
HEJJOCTATOYHOCTU XapaKTepusyeTcs
yBenudeHueM obbeMa dekanmii, 9To
CIIOCOOCTBYET COXPAHEHMIO VIV JaXKe
HapacTaHuio 06e3BoxxnBanus. Vcxo-
Is1 M3 HAILero ONbITa, Ha3HadeHMe
HU3KO/IAKTO3HOM AMETHI 0COOEHHO
9¢(PexTUBHO y MalMeHTOB IMEHHO
¢ 3aTskHbIM TedeHreM OKI, korga
KyIIMpOBaHMe fUaPeTHOrO CHHAPOMa
He YK/Ia[bIBaeTCsl B OOBIYHBIE CPOKIL:
IJIUTETIBHO COXPAHSIIOTCS >KMUIKUI
CTYJI, CBSA3aHHBIE C HUM IpPU3HAKU
06e3BOXMBaHMsI, OOM B XXUBOTE

Meauatpus. N° 4

n 1p. [5, 6]. Kak nmokaspisarot Hab/io-
IeHVs, B 9TUX CIyYasAx HalyeHTaM
1e71eco00pasHO HasHAa4yaTh CIIeIy-
aNIM3MpPOBAHHbIE MOJIOYHBIE CMeCH
C HM3KUM COJiep>)KaHIeM MOJIOYHOTO
caxapa. Han6onee npenou e/ IbHbI
B KOMIITIEKCE JVETUYECKOTO MUTAHWUSA
merckme cmecu KommaHun “Nestle”
NAN® 6esmakro3nblit 1 Nestogen®
HU3KO/IAKTO3HBIL. DddeKT nmeru-
YEeCKOTO JIeUEeHS TOMOMHAETCA BXO-
HAILMM B COCTaB 9TUX NPOJYKTOB
LIVIHKOM, Be(pUIUT KOTOPOro, KakK n3-
BECTHO, — OfHA U3 IJIABHBIX IIPUYNH
3aTsDKHOI iapen y fieTeil. AHanm3
OLIeHOYHOI 3¢ (PeKTUBHOCTU NPO-
ILYKTOB HU3KO- U 0€37TaKTO3HbIX CMe-
cell B KOMITTEKce yiedeHnst MHPeKI-
OHHOIJI IMapen y JieTel IIepBoro roja
JKMU3HM TIO/ITBEPAI IIPAaBUIBHOCTD
MIPUHATON B HACTOsII[ee BpeMsI TaK-
TUKY BefleHs 60/bHbIX [6].

W elie of1yiH 3HAYMMBII ACIIEKT, Ha KO-
TOPBIIT CYUTAEM HY>KHBIM 00paTUTh
BHuMaHMe. C yyacTueM Amcaxapu-
Ja3HOJ HEOCTaTOYHOCTI (hOpMUPY-
€TCs1 He TOJIbKO inapesi, HO ¥ BTOPOIf,
He MeHee BaXKHBIN CUMIITOM 6os1es3-
HI — 6O7b B )KMBOTE, WM KUIIEYHASA
KO/MKa. VI B JTaHHOM CiTy4ae IpaMoT-
HBII TepaleBTIYeCKIil ofxop OyaeT
3aK/II0YAThCsA IMEHHO B KOPPEeKLUN
IMIIEBOTO pexnma pebeHka. B rakux
CUTyalUAX CyXasg MOJIOYHAsA CMecCh
NAN" KoMdpopT cO CHIDKEHHBIM C€O-
IepyKaHueM JIAKTO3bl MOXKET, Ha HaIll
B3IVIAJl, CYUTATHCS MPOAYKTOM BBI-
6opa B muTaHuu pedeunxa. [Ipobuo-
TUYECKNII KOMIIOHEHT, BXOJSAIINIL
B COCTaB CMeCH, CIOCOOCTBYeT KyIIN-
POBaHMIO a0OMIHATIBHOTO CHHAPO-
Ma y 60/IBHOTO.

MepaukameHTO3Has Tepanusa

OpnHont m3 ocHoB nedyeHus OKU
y meteit B Poccuu sIB/IsieTCA TaK Hasbl-
BaeMas 06a30Basg CUMIITOMAaTUYeCKasd
Tepamnyist, KOTOpasi 0ObIYHO BKITIOUAET
[IpUMEeHEHME aicOPOEHTOB, hepMeH-
TOB, IPOTVBOPBOTHBIX U IPOTUBOLM-
apeHbIX CpefcTB. MeXy TeM HaH-
Hble OT€YeCTBEHHBIX UCCAEJOBAHMIT,
IIOCBSILIEHHBIX OIIEHKE CUMIITOMATH -
YeCKOJ1 Tepamuit Py OCTPBIX MHPEK-
LMOHHBIX JIUApPesiX ¥ BBITOTHEHHBIX
COITIACHO MPYHUNUIIAM MEIVIIVIHBIL,
OCHOBAHHOI Ha [IOKa3aTeIbCTBAX,
IpaKTU4eCKM OTCYTCTBYIOT. [Ipu
stom BO3 B cBOMX pekoMeHanmax
0 JleveHnio auapen [7] npusbsiBaer

KNMHKYeCKad 3OGeKTUBHO

He JVCIIONb30BaTh Npemaparhl 9TOM
KaTeropum y fieteit. bonee toro, akc-
neptel BO3 nog4yepkuBaoT, 4To He-
KOTOpbIEe 113 9THX IIPeTIapaToB MOTYT
OBITH OITACHBI /IS 3[I0POBbSI pebeHKa.
WGO Taxke He peKOMEH/IyeT IO0Ib-
30BaTbCsl JAHHBIMY JIeKapCTBEHHBI-
MU CpeCTBaMU B IefMaTPUYecKo
mpakTuke [1, 8]. [TonbiTaemcst paso-
OpaTbcA B CIOXKMBIIENICA CUTYaLWN,
ONMpasACh Ha 3apyOexxHble MyO/MKa-
LIV, B KOTOPBIX IIPUBOAATCA Pe3y/ib-
TaTbl MCCIEOBAHNA TIPEIIAPATOB LA
JIedeHNsA OCTPBIX TaCTPO3HTEPUTOB
Kak MHQEKIVIOHHOM, TaK 1 HeMH(EK-
IIMOHHON 3TUOIOTUNA.

MpoTUBOPBOTHbIE CPeaCTBa

Panee B KavyecTBe IPOTUBOPBOTHBIX
CPEefCTB MINPOKO IPUMEHSIINCH TIpe-
[apaThl U3 TPYIIIbl HEMPOTENTIKOB
IPOX/IOpIIEPasyH ¥ XIOPIPOMasuH
[7]. Hemsbe>xHOCTD B JAHHOM CIIy-
Jae OOOYHOTO, a II0 CYTI — IPSIMOTO
IICXOTPOIHOTO [ICIICTBIS ITHX TIpe-
[IapaTOB CBOAMT HA HET UX ITO/IOKN-
TE/IbHBIII IIPOTUBOPBOTHBII 3P EKT.
BplpakeHHDIT aHTUIICUXOTUYECKNIL
a¢deKT 3aTpygHsIeT UCIOIb30BAHIE
HeoOXOIMMON OpayIbHOM perujpaTa-
IIVIOHHOJT TePaIy U OLIEHKY peasb-
HOTO COCTOsIHMA 6ONBbHOTrO pebeHKa
[1, 7]. CerogHs mmpoxoe pacmpo-
CTpaHeHMe 3a PyOeKOM B KadecTBe
AHTUOMETHUKA Y JETeil IOIyYN/I CPaB-
HUTE/IBHO HOBBIII B II€AMATPUYECKON
IIpaKTVKe Ipenapar — OHZAHCETPOHA
rugpoxnopup. Vccnenoauus ad-
(eKTUBHOCTY JaHHOrO Ipelapara
IIOKa3aJIi, 4TO €0 IepopabHOe M-
MeHeHJe yMEHbIIAET BhIPaKeHHOCTD
CUHIpPOMa PBOTHI (OTHOCKUTEIbHBII
puck (OP) cocraBun 1,34; NNT
(number needed to treat - wmcmo
6O0/IBHBIX, KOTOPBIX HEOOXOLMMO Jie-
9nTh) 5; 95% HOBEPUTEBHbII MHTEP-
Ban (IW) 3-7). Ilpu stom Ha doHe
Tepanuy OHJAHCETPOHA TUAPOXIIO-
PUIOM COKpAIIaeTCsA YMCIO HYKIa-
IOIVIXCST BO BHYTPVBEHHOI Pernfpa-
tauyuu (OP = 0,41; NNT 5; 95% I
4-8), yacToTa 3KCTPEHHBIX T'OCIIN-
ranusaguit (OP = 0,40; NNT 17;
95% 11 10-100) [4, 9-12]. Oxgnako
9KCIIEPTHI YKa3bIBAIOT HA BO3MOX-
Hble (11, TO-BUAMMOMY, HeV30eXXHbIe)
CUCTeMaTH4ecKue OUMOKM B OIN-
CaHMAX KIMHNYECKUX 3(PQeKToB
IpernaparoB, 00yC/IOBJICHHbBIE TeM,
YTO MCCIefoBaHMs (QMHAHCUPOBA-
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HIYecKaa 3QQeKTUBHOCTb

JIMCh PUPMAMU-TIPOVU3BORNUTETISIMIA,
KpUTEPUM BKIOYEHNS MAIVEHTOB
B MICCTIE[JOBAHMsI He OXBATBIBAIM BCE
BO3pacTHbIE TPYIIbL, JETH C TsDKe-
npiMu popmamu 3a60/1eBaHNS B MC-
CIE[IOBAHMSI BOBCE HE BKITIOYAJINCH,
a JAHHBIX 10 CTAL[VIOHAPHOMY Jiede-
HMIO OBLIO HEJOCTAaTOYHO [4, 11, 13].
Kpome toro, ypoBeHb [joKasaresnb-
HOCTM PeKOMEH/AINIT 110 TIpUMeHe-
HUIO OHJJAHCETPOHA IMIPOXTOPHU/A
(OZHOKpATHO, BHYTPUBEHHO B [J03€
32 Mr) okasazicsi CpPaBHUTEIBHO He-
BBICOKUM W3-3a BO3MOXXHBIX Cepb-
€3HBIX PUCKOB BO3MENCTBUA IIpe-
mapara Ha CepAeYHO-COCYAUCTYIO
cucTeMy (B 4aCTHOCTM, Y/IMHEHME
nnTepBana Q — T Ha anexTpoKapano-
rpamme) [4, 13]. K. Al-Ansari u coasr.
onyOIMKOBanM JaHHBIE [BOIHO-
rO C/IENoro PaHIOMU3UPOBAHHO-
ro uccnefoauus [14], B koTopom
cpaBHuBanach 3QpHeKTUBHOCTD OH-
[aHCEeTPOHA TUAPOXIOPU/A U METO-
Kjonpamuzga y 167 pgereil ¢ OCTpbIM
racTposHTepUTOM. PBOTA Kynmpo-
Basach y 68 (81%) 13 84 manmeHTOB,
[OTy4YaBUINX OHJAHCETPOHA TUAPO-
x1opug, n 'y 60 (72%) us 83 pereir,
NPMHUMABIINX METOKIOMPAMUJ
(p = 0,14). CpenHee BpeMmsi 10 TIOJTHO-
TO IpeKpalleHysi PBOTHI COCTABUIIO
39 MuHYyT (CTaHZAPTHOE OTK/IOHEHNE
(CO) 111) B rpymie 60IbHBIX, MOTY-
YaBIIMX OHIAHCETPOH, U 61 MUHYTY
(CO 110) npu ucnonp30BaHuy IIpe-
mapara cpaBHeHus (p = 0,2). Cpep-
HsIsL IPOJOJDKUTENBHOCTD TOCINTA-
nmu3anyuy 6plIa MPUMEPHO PaBHOIL:
550 (CO 427) u 575 munyT (CO 449)
coorBetcTBeHHO (p = 0,71). Huxakux
HeOTaronpusATHBIX PeaKinil B CpaB-
HIUBAaeMbIX IPYIIIAaX He BBIABJIEHO.
ABTODBI I€/IAIOT BBIBOJ O TOM, YTO
3¢ eKTUBHOCTD CpaBHUBAEMBIX IIpe-
[IapaToB Iy JIeYeHUM OCTPBIX racT-
PO3SHTEPUTOB V [eTell CTaTUCTIIECKN
3HaYMMO He pasnudaercs. CxopHble
[laHHbIE TIOJIYYEHBl U B APYTUX VC-
cnenoBanusx [10, 15-17], kotopsie,
K COXXaJIeHMIO, MMEIT BBICOKUI
PYCK YIIOMSHYTBIX BbIIIIE CUCTEMATH -
yeckux ommboxk [11].

B Poccum uccnemoBaHus 1mo OljeH-
Ke CpaBHUTENbHON 3G (eKTNBHOCTY
IPOTVBOPBOTHBIX IIPENapaToB Npu
OCTPBIX AMAPETHBIX 3a60/IeBaHMSIX
y meteil He nposopuauch. B Cran-
flapTe CIeNUaan3npOBAHHON Meu-
I[HCKOJT TIOMOII[Y TETSIM TIPU OCTPBIX

KUIIEYHBIX NH(EKIMAX U MUIIEBBIX
OTpPAaB/IEHMAX CPEJHENl CTEeNeHN Tsi-
JKECTU PeKOMEHJIOBaHbI K IIpMMeHe-
HMIO [IBa IPOTMBOPBOTHBIX Mperapa-
Ta: METOK/IONIPAMUJ, U TOMIIEPUIOH
[18]. CpaBHeHMe 3THX [IBYX IIpela-
paToB IOKasbiBaeT OONbUIYIO -
¢dexTuBHOCTD HoMmepupoHa. Kpome
TOTO, HOMIIEPUIOH HE IPOHMKAET
4yepe3 reMarosHuedanrndecknii 6a-
pbep M IPAKTUYECKM He BO3JENCT-
ByeT Ha IICUXVKY U [{BUTATEIbHYIO
aKTMBHOCTD ITAI[MEHTa, YTO BaXKHO
npu nedenun 6onpHOro ¢ OKM (0,5-
1,8% npotns 15-30% y MeTOK/IOIpa-
mupma) [19-20].

(pexcTBa, TOPMO3ALLME NEPUCTANBTUKY
KNLLIEeYHNKa

JJoka3zaHa 1 MHOTOKPATHO ITOfITBEPIK-
neHa 3 peKTUBHOCTH oIepaMuia
TUIPOX/IOPY[A IIPYU OCTPBIX AMApesix
y B3POC/IBIX, OCOOEHHO IIpU HeTsDKe-
nbIX (popMax [uapeu IyTelleCTBeH-
HUKOB [1, 7, 21]. D10 XOpOILIO 13BECT-
Hb11 pakT. OfHAKO JaHHbI [TperapaT
IPOTMBONOKA3aH IIPYU MHBA3MBHBIX
Iuapesix, TO eCThb IIPY Pa3BUTUU K-
HIYECKVX TIPOSIBIIEHNIT TeMOKOINTA,
BbIpa)XEHHOM a0/[OMIHA/IBHOM CVH-
IpoMe, BBICOKON nuxopajke [1, 8].
Jlomepamupa TUAPOXIOPH], HENIb3s
ucnonb3oBars u npu OKN, o6ycros-
JIEHHBIX TIPORAYUMPYIOLMMHA LINTA-
tokcunbl Escherichia coli 0157 [22].
B nccnepoBanmsax ObUIo IOKasaHo,
YTO NMPOTUBOAMAPEIIHbIE CPefCcTBa
He NpefoTBpAIaloT 006e3BOXIBA-
HIS, He YIYYLIAIOT CTaTyC IMATaHNA
U B TO K€ BPeMSI MOTYT yBEIMIUTD
IJINTEIBHOCTD BBIIETIEHN MUKPOOa-
BO36yzuTens [7].

B cootBetcTBuUM co mkanoirt GRADE
(Grading of recommendations as-
sessment, development and evalu-
ation - Cucrema xmaccuduxanum
¥ OLIEHKM KadeCTBa peKOMeH/arnii)
66110 0TOOpaHOo 20 crcTemarmyec-
KX 0030pOB M PaH/OMM3MPOBAH-
HBIX KJIMHUYECKUX MCCIIEeTOBAHUI
(PKI) [23], B KOTOPBIX OLleHMBA/IACh
3¢ deKTUBHOCTD Ha3HAYaeMOIl Tepa-
ML TIPU TACTPOIHTEPUTAX Y HETeIL.
B mectu PKI (n = 976) 66110 mOKa-
3aHO, YTO JIOLIepaMuJ] CIOCOOCTBYeT
YMEHbBIIEHNIO BBIPAXXEHHOCTH [ya-
peny nereit B iepBble 48 4acos nocie
Hayvasa iedeHus (CpefHee CHIDKEHMe
npopo/mmkuTenvHocTy — 0,8 mHA, 95%
O 0,7-0,9). OngnHako mocie mpume-

HEeHMA MOJeNU CIy4aliHbIX addek-
ToB B MeTaaHanuse PKV pasHuna
B IIPOJO/DKATENBHOCTH fUapen OKa-
3aj1ach He3HAUMTENbHOII (B CpefHeM
0,67 mus, 95% IOV -1,35-0,1). Pe-
3y/IBTAThl MCCIIEOBAHNS ITOKA3AJIN,
YTO JIEYeHME JIOTEPAMUIOM OBIIO
CBSI3aHO CO 3HAYVMBIM YBeTMYEHUEM
[ONMN fHeTell ¢ He6IarompusITHBIMU
senenysiMi: 12 PKU, 1691 pebeHok;
94 (10%) u3 927 GONBHBIX, [IOTYIaB-
KX JIomepamMuj, npoTus 16 (2%)
u3 764 rpynnsl maane6o; 95% U
6,4-10,9% [23, 24]. B rpymmne nccre-
[IOBaHMsI Yallle, YeM B KOHTPOIBHOIL,
PETMCTPYPOBAIICH XKaOObI Ha B3AY-
TIE KUBOTA 1 COHMMBOCTD (21 (2%)
u3 927 u 4 (0,5%) u3s 764 60MbHBIX
CcOOTBeTCTBEeHHO; 95% [TV 0,6-3,1%).
ITpu aTOM He O6HAPYKEHO CTATUCTH-
YeCKV 3HAYMMBIX PA3/INUNIL I10 IUCITY
Cepbe3HBIX NMO60YHBIX 3¢ deKTOoB
nedeHus (Hampumep, IO 4YacTOTe
PasBUTHA HEIIPOXOAVMOCTI KUIIIEY-
HUKA, HAPYLUIEHVSIM COSHAHUS WU
cMepTenbHBIM 1cxofam). Cepbe3Hbie
no6ouyHbsie 3 exTs HabMIOHANTN
y meTell B Bo3pacTe fo 3 net. Onuu
60/IbHOIL OPIOIIHBIM TU(OM, IPUHN-
MaBIINIi ToTiepamm, moru6 23, 25].
Iomguepxkuem: BO3 n IOHMCE® 3a-
HYIMAIOT >KECTKYIO IO3ULINIO B OTHO-
IIEHNM IIPETIapaToB, TOPMOSSIIINX IIe-
PUCTaIBTUKY KMIIEYHINKA: VX HEIb3sI
HA3HAYATD [IPU JIEYEHNN JIETEN C Iua-
peeii [7].

AHTUCEKDETOPHbIE Mpenaparbl

Ceropasi Ha (apMaleBTUIECKOM
PBIHKe IpefCTaBlIeH CPAaBHUTETbHO
HOBBIJI aHTVICEKPETOPHBIIL IIperapaT
paLieKafoTpI — UHIMOUTOD 9HKeda-
JIHA3BI C AHTUCEKPETOPHOI aKTUB-
HocThIO [1]. B Hacrosiijee BpeMsi OH
NNIEH3MPOBAH BO MHOIMX CTpaHax.
[TonoxxuTenbHO 0COOEHHOCTHIO
3TOTO IpemapaTa sBsIeTCS TO, YTO
OH, He [IeIICTBYsI Ha MOTOPMKY KIIIIKIL,
aKTVBHO HOJAB/IAET KVUIIEYHYIO CeK-
peuuto [26, 27]. B mccnegoBanmsx
ObLIO [IOKA3aHO, YTO y fAeTeil C Ts-
JKeTToil BOASIHMCTOI fuapeeit f06aB-
JIeHNUe paljeKaJoTpuIa K CTaHHAPT-
HOI permjpaTalyiOHHON Tepalun
IPVMBOAUT K YMEHBIIEHMIO 00beMa
CTY/Ia, IPOODKUTENIBHOCTI AMapent
M KOTIMYeCTBA HOTPeO/IsIEMbIX Pern-
paTallMOHHBIX pacTBOpoB [28-30].
Ony6nukosan Meraanamus 9 PKII
IO oIleHKe 3P QPEeKTMBHOCTHU palle-
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KaJIOTpIJIa Y IAIVIEHTOB C OCTPBIMU
racTposHTepuramu (obiiee 4nCIo
MMalMEeHTOB cocTaBuao 1384) [31].
Jorns BeI3OPOBEBIINX OblTa 60bIIle
B TpyIe 6ObHBIX, IPUHIMABIINX
palleKafoTpWI, 4eM B IpyIIIe IUIa-
e6o (OP = 2,04; 95% IO 1,85-2,32;
p < 0,001). s cTanyoHapHBIX ¥C-
CTIEOBaHMII COOTHOIIIEHNE CPEIHETO
obbema cryna (1ccmegyemast rpya/
miane60) cocrapnsio 0,59 (95% N
0,51-0,74; p < 0,001), pns ambyna-
TOPHBIX MccaenoBanuit — 0,63 (95%
1 0,51-0,74; p < 0,001). ABTOpSHI fie-
JIAIOT BBIBOJ] O TOM, YTO Ha3HAYEHUE
patiekajoTpuIa B JOIOMHEHNE K pac-
TBOpaM /I IIEPOPAIbLHON peruppa-
TalMM [AeT KIMHUYECKM 3HAYNMMOE
IPeMMYIeCTBO, @ MIMEHHO CHIDKAeT
IJIATETIBHOCTD Y BBIPQXKEHHOCTD Jiua-
peu, IpuYeM He3aBUCKMO OT VICXOJI-
HBIX YCTIOBUIT, TAKMX KaK BBIPaKeH-
HOCTb 00€3BOXKMBAHWSA, STUOIOTS
OK, BospacTt 60/IbHOTO U YCIOBIS
JledeHys (CTallMOHAPHOro Wiy aMoy-
naTopHoro) [31].

Bbpuranckue yuensie T. Rautenberg
U COaBT. [32] moKasany 3KOHOMUYeC-
KYIO BBITOJY OT HasHaueHMs paleKa-
IOTpU/IAa B Ka4eCTBE a/bIOBAHTHOI
Teparuy (110 CpaBHEHMIO C MOHOTEPa-
1€l IIepOpPaNbHBIMI perupaTaLi-
OHHBIMM PacTBOPAMU) JETAM C OCT-
poit Juapeer.

Ony61mKoBaHbl JaHHBIC O CPAaBHU-
TeJIbHOI 9P PeKTUBHOCTU paljeKa-
DOTpUIA ¥ JIOIEPaMI/A Y TTOXKVIBIX
JII0JieNl ¢ TaCTPOSHTEPUTOM, KUBY-
VX B JOMaX [IpecTapenbix (IBOiHOe
CJIeroe paHOMU3MPOBAaHHOE JICCTIe-
nosaHue) [33]. Bbuio mokasaHo, 4TO
HOpManusanus CTyaa MIPOM3OLIIA
B TeyeHMe 36 *+ 4 yaca Iocje Hava-
Jla IpueMa paleKajgoTpuaa U depes
63 + 6 yacoB OT Hayvaia JAeYeHUs J10-
nepamuzoM (p < 0,01). Kopoue 6pi1a
M Me[jJiaHa BpeMeH ) KypoBaHusi ab-
JOMIMHAJIBHOTO CMHAIpOMa: 14 gacoB
1A paleKafoTpuIa 1 28 9acoB IId
nonepamuza (p < 0,01). ITobounsle
3¢ dexTh (TOUIHOTY 1 3aIIOPBI) BBI-
apunn y 12% nanmueHTOB, NPUHMK-
MaBUIMX panexajorpun, n y 60%
HalieHTOB B TpYIle CpaBHEHUA.
DapMaKO3KOHOMUYECKUI aHaNu3,
IIPOBEICHHBII B paMKaX MCCIef0Ba-
HIS, TTOKa3asl, 4TO JIedeHue TacTpo-
9HTEPUTOB PALleKALOTPUIOM Oortee
peHTabenpHO, YeM JIOIePaMULOM
(p < 0,01) [33]. OpHako LIMPOKOMY

Meauatpus. N° 4

[pPYMEHEHNUIO IIpernapara IIPersiT-
CTBYeT CPaBHUTE/IBHO BBICOKAsI IIeHa.
Emje oguH mpemnapaT 13 IPYIIIBI aH-
THUCEKPETOPHBIX — BUCMYTa Cybcamu-
myat. [Ipy oCcTpBIX racTpO3HTEPHU-
TaxX OH YMEHBIIIAET YaCTOTY 1 06beM
CTyJIa y IeTell ¥ B3pOCIbIX, 0O0/IerdaeT
TOLIHOTY ¥ 6071b B >xuBoTe [1, 7, 34].
B HayuHOII nuTepaType MHOro my6-
JIKALNIL, TIORTBEPXKAAOINX 3¢ dek-
TUBHOCTb BUCMYTa Cybcanmmipuiara
IIpY ivapee Iy TelleCTBEHHNKOB [35].
BbInIo Takke MOKa3aHo, YTO [j03a, He-
obxoanMast Ijst ZOCTIDKEHUS Tepa-
[IeBTUYECKOTO I IIPODIIAKTUIECKOTO
addexTa (B 11€7I0M JOCTATOYHO BBICO-
Kas), MOXKET IPVUBOJNTD K MOSABJICHIIO
IIyMa B yIIaxX ¥ YePHOMY OKpallnBa-
HMIO sI3BIKA 1 CTYy/a [35, 36]. Omy6-
nvKoBaHbl gaHHble 1BYX PKI (n =
422) no usydenuio apPpexTMBHOCTU
BUCMYTa CyOCa/lnIuIaTa y B3pOC/IBIX
C OCTpPBIM TracTpPOSHTepuToM [36],
COIJIACHO KOTOPBIM IIPETapar AeMOH-
cTpupyer 6ojee BBICOKYI0 ddex-
TMBHOCTB, YeM IUIarje60, HO YCTyIaeT
nonepamupy [36-38]. B ognom PKI
€o0011aeTcst 06 OCHOBHBIX TI0OOYHBIX
peakuuaAx, pasBUBIIMXCSI Ha (poHe
TepaIuy BUCMyTa CyOCcaInIIaToOM:
4epHBI A3BIK (Y 22% IanueHTOB
B MICCTIE[yeMOVI IpyIiIie 1 y 4% B rpyIi-
ne mrane6o) u depHsIit cTyI (v 69
u 11% ManyesToB COOTBETCTBEHHO)
[39]. DTOT Wpemapar HmpMUMeHAET-
CsI M B IEAMATPUIECKOIl IPAKTUKE.
H. Chowdhury u coasr. [40] mposenu
KOHTPOJIMPyeMOe PaH/[OMU3UPOBAH-
HO€ JBOJHOE CJIelloe MCCIefoBaHIe
C LeNbI0 M3y4eHuA 3¢ HeKTMBHOCTY
BUCMYTa CyOCa/IMIMIaTa IPY OCTPOIL
Iyapee y ieTeil B Bospacte 4-36 Mecsi-
1es. [To pesynbTaTaM MCCIEHOBAHII
aBTOPBI C/Ie/Ia/IN BBIBOJ, O HU3KOI 9¢-
(GeKTUBHOCTM 3TOTO Iperapara Ipu
OCTPBIX TaCTPOIHTEPUTAX y HETell.
[TpakTudyeckn Bce MCCIEOBATEIN
OTMEYAIOT HeYZOOCTBO HMPUMEHEHIs
mpenapara (601bHOMY HEO6XORMMO
9acTO HpPUHMMATh OONMBIION 00BeM
JIeKapCTBEHHOTO CPENCTBAa, B 4acT-
HOCTH, IIPY MCIOTIb30BAHUY XKIIKOI
(GbOpMEL), YTO Cepbe3HO 3aTPYAHSET
JledeHne BUCMYTa CyOcalnnmiaTom
[37-40]. B Poccun ato HampaBsieHue
nedennss OKM pasBuTo maro.

Ancop6eHTbl
ITpn nedeHUM OCTPBHIX AMApeENHbIX
3aboseBaHMIl aicCOPOEHTBHI TTONMYYN-

KNMHKYeCKad 3OGeKTUBHO

JIV IIMPOKOe pacIpocTpaHenue [41],
MIPEMIONIOKNUTETBHO, O/1arofaps Mmmn-
POKO paspeK/IaMUPOBAHHOI CIIOCO6-
HOCTM CBSI3bIBaTh OaKTepuajabHbIE
TOKCUHBI 1 0obecreunBaTh 3alUTy
CIIMBUCTON 000JIOYKY KUIICYHMKA
[7]. Tem He MeHee HOKa3aTeNbCT-
Ba 3¢ ()eKTUBHOCTY 3TOI TPYIIbI
IpernapaToB IpuU OCTPON auapee
orcyTcTByOT [1, 7, 8]. O4eBMOHO,
YTO IPEJCTaBIeHNE O BBICOKOCETIEK-
TUBHOM IIOTJIOLIeHNN GaKTepuasb-
HBIX TOKCUHOB B KUIIIEYHUKE STUMU
HecmenuduuHbIMU azcopbeHTa-
MI MEXaHUCTUYECKOe VI II09TOMY
110 MeHblIell Mepe HauBHoOe. Jle31H-
TOKCHKAIVS — JOCTATOYHO CJIOXKHBIN
B I1aTO(M3MOIOrMYeCKOM OTHOIIe-
HuM nponecc. TpyoHOCTY KOHTPOILA
3¢ eKTMBHOCTY IIpenapaToB MMeH-
HO B 9TOJ1 4aCTY CYLIeCTBEHHO OI-
PaHMYMBAIOT YMCIIO VICCIEIOBAHNIA,
Pe3yabTaThl KOTOPBIX O3BOIVIN GBI
aJIeKBaTHO OIIPeJie/INTh MECTO TUX
B IIeJIOM MepPCHeKTUBHBIX IIpemna-
paroB B xomiekce nedeHus OKMN.
B poccuiickuit CtanjapT crenmani-
3MPOBaHHO MeMLIVTHCKOJ ITOMOIIN
[eTsAM IPY OCTPBIX KMIIEYHBIX MH-
dbexMsaX M MUIIEBBIX OTPaBIIEHNU-
SIX CpefiHell cTereHu TspkecTn [18]
BK/IIOYEHBl [iBa SHTepocopOeHTa:
JIMTHUH TUJPOJIU3HBIN M CMEKTUT
IAMOKTa3py4eCKUIL.

Tepanvm CONAMM LINHKa

IuuKpeUIUTHBIE COCTOSHMS M-
POKO pacpoCTpaHeHbl Cpefy eTel
B pas3BUBaIOLIMXCs cTpaHax [1, 7, 8,
42]. Tepanusa nyukoM (20 mr/cyt
00 MCYE3HOBEHUs CMMIITOMOB [/a-
per) yMeHbLIaeT AAUTEABHOCTD
U TAKECTD 3MM30/[0B AMApen Y JieTell.
B omy6mmkoBarHOM B 2012 T. mccre-
TOBAaHMM IIPeCTaBJI€Hbl Pe3y/b-
TaTbl MeTaaHannu3a 24 MCHIBITAaHUN
(n =9128) adpdexTBHOCTU Tepanun
LVHKOM Y JieTeil C OCTPON fauapeen
[43]. TTokasaHo coKpalljeHume IpooI-
JKUTETbHOCTY JIMapen y JieTell cTap-
1ie 6 MecsLeB B cpegHeM Ha 10 yacos
(cpenuee pasnuume -10,44 gaca,
95% IO -21,13-0,25; B ucciemo-
BaHUM ydacTBoBan 2091 pebeHOK,
NIPOBEMIEHO 5 MCIBITAHUI C HUSKUM
ypoBHeM HokasaTtenbHocTH). Kone-
TaTUPYeTCA COKpallleH1e KO4ecTBa
MAIMEHTOB C IPOAO/LKUTETbHOCTHIO
nuapeu 1o ceppmoro gus (OP = 0,73,
95% M 0,61-0,88; ob6cnemoBaHo
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3865 pmerell, MpOBEEHO 6 UCIIBITAHNIL
CO CpeHMM YPOBHEM [JOKa3aTeslb-
HoOCTM). Y HeTelt ¢ MpuU3HAKaMy yMe-
perHoro HepmoenaHus 3¢ dext 6bI1
6071ee BbIpaXKeH: IINTENBHOCTD [{ya-
pen cokpamjanach yxKe Ha 27 4acoB
(cpemnee pasnuume -26,98 4acos,
95% I -14,62--39,34; o6¢nenoBa-
HO 336 peTeil, IPOBEIEHO 3 UCIIbI-
TaHMSA C BBICOKMM yPOBHEM JIOKa3a-
TEJIbHOCTM). ABTOPBI JIeTIal0T BBIBOJ,
0 He0OXOMMOCTY Ha3HAYeHNA COTIeN
LIYHKA IpY JIedeHNM MHDEKIMOHHBIX
[Mapeit y feTent ¢ 6 MecALeB B CTpa-
HaX C BBICOKOII PacIpOCTPaHEHHOC-
TPIO IUHKIEePUIIMTHBIX COCTOSHMIA.
B 2013 r. M. Piescik-Lech n coasr.
[44] omry6nmkoBanu 6076111071 0630D,
TIOCBSAI[eHHBI JIeUeHNIO OCTPBIX rac-
TPOSHTEPUTOB Y JIeTell 11 MCIONb30-
BAHUIO IIPEIapaToB IJMHKA B COCTaBe
IeTCKOTO MUTAHUA.

3aKniouenune

HpeﬂCTaBTIeHI/Ie O cuMIIToMarmyec-
KOV Tepammy KakK O 4eM-TO Cyry6o
TOIIOMHUTE/IbHOM ¥ HeIPUHI[UIIN-
A/IbHOM CETOIOHA yXO,[[I/IT B HPOH.UIOC.
Takue KpUTEpUN afIeKBATHOCTH TIPO-
BOIOMMOTIO JICHEHNMA, KaK Y}'Iy‘{H_IeHI/Ie
CaMOYYBCTBMs IALIMEHTa, [OBBILIe-
HIle KauyeCcTBa €ro >KM3HM, KYIUpPO-
BaHIE CUMMIITOMOB, 66CHOKOHH.U/IX
6OJIBHOTO 1 JOCTABIAIOLINX eMY JIVC-
KoM$OpT, OBICTPOE BOCCTAHOBJIEHNE
U T.IL, CTaAu 00A3aTeNbHBIMMU IS
BCEX COBPEMEHHBIX KOMIITIEKCOB Te-
PpaneBTHYECKMX MeponpuATuii. bonee
TOro, MMEHHO yKaSaHHbIe CUMIITOMBI
B OTCYTCTBUE JIe4eHNMsI WM TIPU €ro
HeahGeKTUBHOCTI MOTYT IPUBECTH
K PasBUTHUIO IIATOTIOTMIECKOTO CO-
CTOAHUA, HANPAMYIO YrpoOXKarolie-
IO JXI3HU IMallMEHTA. I[Ba 6a30BbIX
HaIpaB/leHMs B Tepammu OCTPOil

MHQEKIMOHHON Auapey — perujpa-
TalysA ¥ aHTUMUKpPOOHas Tepammus
(McTONb3yeTCs TONMBKO MY JIeUeHUN
otaenbabix OKIM) — akTUBHO [OITON-
HAIOTCA KOMIUIEKCOM JIeKapCTBEH-
HBIX IIPENapaToB, OPVEHTNPOBAHHBIX
Ha KyNVpPOBaHUe OTHENbHBIX CMMII-
ToMoB 6one3Hn. Ciofia >Ke C HOTHBIM
OCHOBaHMEM MO>XHO OTHECTM ¥ JiU-
eToTepanuio, Kotopas 3¢p¢PeKTUBHO
KyIupyeT OCMOTIYECKIIT THII {Uapen
U CIIOCOOCTBYeT KOppeKLuy Hapy-
IIeHHBIX TIPOLIeCCOB NMIIeBAPEHNA.
Bce BpllIenepeyncIeHHbIe Tepales-
THYECKNEe MEePOIPUITHUSI CIIOCO6-
HBI OKa3bIBaTb 3¢ (eKT IpU CaMbIX
pasHbIx 1o npoucxoxgenno OKI.
VIMeHHO yHMBepCa/lbHBIN XapaKTep
Ha3BaHHBIX TepaIlleBTUYECKNUX BMe-
IIATE/IbCTB fle/IaeT UX He3aMEeHUMBI-
MU B IIPaKTUYECKON [eATeTbHOCTI
Bpaua-TeayaTpa. #
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Symptomatic therapy efficacy in acute diarrhea in children

S.V. Khaliullina, V.A. Anokhin
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Contact person: Vladimir Alekseyevich Anokhin, anokhin56@mail.ru

The article addresses efficacy of diet and symptomatic therapy (absorbing substances, antisecretory, antiemetic
and antidiarrheal drugs) in acute infective diarrhea from the position of evidence-based medicine. Currently,
symptomatic treatment of diarrheal diseases is commonly used as add-on to rehydration and antimicrobial
therapy; symptomatic agents improve symptoms and general well-being, decrease discomfort and promote
recovery of the patients. In children with osmotic diarrhea, dietary measures result in faster improvement

of diarrheal symptoms and correction of digestive disorders.

Key words: acute infective diarrhea, diarrheal diseases, diet, antiemetics, antisecretory drugs, absorbing
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‘i C JIEBETUPAIETAMOM, TOIMPAMATOM

VIV IAMOTPUAKHOM Y [eTen

C Pe3UCTEHTHON (POKATBHON IMUJIETICUE —

OTKPBITOE HAOMIOIaTeTbHOE UCCIETOBaHME

HIYecKaa 3QQeKTUBHOCTb

E.[l. benoycosa, J1.B. lllynakosa, A.IO. Epmakos

Apnpec nna nepenncku: Enena JImutpuesna Beroycosa, ebelousova@inbox.ru

B Hacmosuee spems omcymcmeyom o0uLenpunsmole MexoyHapooHvle peKomeHOAUUL 1o 6bL60py
ONMUMANLHOU KOMOUHAUUYU NPOTNUBOINUNIENNUYECKUX NPeNnapamos 015 edeHus oemeii ¢ pe3uctneHmHot
CUMNMOMAMU4ECKOli U KPUnmozeHHot pokanvHoli snunencueti. Llenvto Hauezo uccnedo8anuss A61A1A4ck
OUeHKa IPPexMuUBHOCMU U NePEHOCUMOCY KOMOUHAUULL «HOBVIX» NPOMUBOINUNENMUHECKUX NPeNnAPamos
(nesemupavemam, monupamam, 1AMOMPUONUH) C 8abNPOeBOLL KUCTOMO (6 Kauecmee 6a3UcH020
npenapama) 6 ne4eHul pe3UcmeHmHbLx HOKATLHBIX INUNENMUUeCKUX npucmynos y oemeii. Vccnedosaue
HOCUJIO OMKPBIMbLLL, NPOCNEKMUBHDYLI, HAOIIO0AMENbHBITL Xapakmep U 6bl10 MAKCUMATIbHO NPUOTIUMCEHO

K peanvHoli KnuHu4eckoli npakmuxke. JnumenvHocmo eeo cocmaensana 12 mecaues. B uccnedosanue 6vinu
exntoueHvl 248 demeti u No0pocmKos 8 so3pacme 00 18 nem (1-18 nem) ¢ pe3ucmeHmHoOL CUMNIMOMAMUUECKOTL
U KpunmozeHHoti poxanvHoti snunencueti. [layueHmol noay4anu mepanuro 08yMs npenapamamu —
8a/1bNPOEBOLL KUCTIOMOTL 8 Kauecmee 0CHOBHO20 AHIMUINUNENINUYECK020 NPenapama u n1e6emupauemamom,

UYL MONUPAMAIOM, UL IAMOMPUOKUHOM 6 Kauectnée 00nonHumenvHoeo npenapama. OCHOBHbIM Kpumepuem
OueHKU IPPeKkmMuUsHOCMU ABAANACL HACOMA PEMUCCUL Hepe3 6 MeCAUes; ONONTHUMENbHBIM — YPOBeHb
yoepicanus Ha npenapame uepe3 12 mecayes mepanuu. be3onacHocmv OueHUSAU Ny mem pecucmpauu
CNOHMAHHBLX CO00ULeHUTE 0 NOOOUHBLX 3P PeKmax HA NPOMAHEHUU 6Ce20 UCCTIE006AHUS.

Yepes 6 mecaues wacmoma pemuccuu cocmaenana 42,2% — 6 epynne npuema 6aavnpoama c 1e6emupayermamom
(35/83); 13,4% - 6 epynne kombuHayuu sanvnpoama c monupamamom (11/82); 21,6% - 6 epynne kombuHayuu
sanvnpoama c namompuoxcurom (18/83) (p < 0,05). Yposenv yoepyanus Ha npenapame uepes 12 mecaues
uccnedosanusi cocmasnsn 50,6% (42/83) - e nepeoti epynne (sanvnpoam u nesemupavemam), 39%

(32/82) - 80 emopoii epynne (6anvnpoam u monupamam) u 53% (44/83) - 6 mpemveii epynne (6anvnpoam

U 1aMOMPuUoHUH). Aeepasavust snunencuu ommeuanace y 21,6% (4/83), 7,47% (6/82) u 5% (18/83)

demeil 6 1, 2 u 3-ii epynnax coomeemcmeerto (p < 0,01). Tonepanmrocmov no omHouleHu1o K npenapamy
paseunace y 7,2% (6/83), 29,26% (24/82) u 9,6% (8/83) demeii coomeemcmeenno. Ommena npenapama

6 CB:13U ¢ NOOOUHBIMU IPPekmamu (3a UCKTTIOUeHUEeM aeepasaluis) yauie 6ce2o OMmedandaco npu npueme
namompuodncuna — y 31,4% Oemeii (26/83), pexce npu npumereruu monupamama -y 25,6% (21/82)

u nesemupavemama — y 4,8% demeii (4/83) (p < 0,01). Takum o6pasom, y demeti ¢ pe3ucmeHmHoil PokanvHoL
snunencueti 6e3 azepasauuu me4eHus INUIeNncu KOMOUHAUUS 647bNPOAMA U N1e6emUpauermama nepeHoCcUnacy
Jyqule, yem KOMOUHAUUY 6ATIbNPOAMA C IAMOMPUONUHOM U MONUPAMAITIOM.

Kniouegvie cnosa: pesucmenmmole oxanvrvle Npucmynol, 0emu, 00NOTHUMENLHASL MePanus INUNENCUL,
anmusnunenmuyeckue npenapamol (A3II), sanvnpoam, 1AMOMPUONUH, MONUPAMAI, Te6eMUPauemam
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BBepeHue

PaspaboTka HOBBIX aHTUAIMIIEN-
TH4ecKkux npemnaparos (AJII) mos-
BO/ISIET HaJesAThCS HA MOTydeHMe
JY4IINX Pe3yIbTaTOB B JIeUCHUN
snmencuu y gereir. OmHaKo pacTy-
IIjee YMCTIO0 JIEKaPCTBEHHBIX CPENCTB
TaKXXe 3aTpy[fHsAET BBHIOOP ONTHU-
MajbHOTO IperapaTa Manm KomMou-
Haluu npemapaTos. ToTbKO B He-
MHOTUX MIMEOIMXCS KIMHNIECKIX
UCCIeJOBAHUAX IPOBOAMUIOCH
cpaBHeHue pasnuuHbix ASII mpnu
SNUIENCUN y fereil. MHOrue KoH-
Tponupyemble uccinegopanusa A9II
He BKJ/IIOYAIOT GO/IBHBIX C IIeAaTpH-
YeCKMMU CYHIPOMaMIL.
[TpaxTrdecky Bce 3aperucTpupo-
BaHHble AJIl MOryT Mcmonb3o-
BaTbCA B jledeHM GOKaIbHOI (ap-
I[Ma/IbHOI) 3MUJIENCUN, IOITOMY
BBIOOP [epBOTO, BTOPOTO Ipernapara
mi koMmbuHanuyu ASII B 60/1bI110I1
CTEeIleHN 3aBMCUT OT TOTO, KaKue
mpemaparsl SIBASIOTCSI Hamboee
NpPUBBIYHBIMM [/Ns1 Bpada. [IBa
ADJII - BanmpmpoaT HaTpuA U Kap-
6aMasenyH — y>Ke JaBHO IPU3HAHBI
B KauecTBe MpenapaToB MEPBOTO
BbpI6Opa. Tak, HemaBHO J. Jedrzejczak
U COABT. II0Ka3aJl, YTO Ba/lbIIpoar
saBisteTcst 9pPeKTUBHBIM U XOPOIIO
[ePEHOCUMBIM CPELCTBOM IIEPBO-
ro BbI6Opa [/Is1 MOHOTEPANINI IIPU
napuuanpHoit anmencun [1]. B co-
OTBETCTBUM C PEKOMEH[ALMIMU
KoHceHcyca crnenmanmsupoBaH-
Hoit Pa6oueit rpynnsr KoMmuccun
IO CTpaTeruy jedeHus MexnayHa-
POLHOV NPOTUBOINMIENTNYECKON
nauru (International League Against
Epilepsy - ILAE, Commission on
Therapeutic Strategies, 2010), B ciy-
yae HeaPPeKTMBHOCTI 000MX Ipe-
mapaToB nepBoro Beibopa (B Bume
MOHOTepanuy WIu B KOMOMHAIIN)
TaKYI0 3MUJIENCUI0 HA3BIBAIOT pe-
sucrenTHoit [2]. Kakoit ASII 6yner
OIITMMAa/IbHBIM B KadyecTBe JJOIIOJI-
HUTENBbHOV Tepalmmuyu y pebeHKa,
y>Ke IIOTydYalllero BajbIIPOeBYI0
kucnoty? @akTudecku Bce HOBBIE
AJII - mTaMOTPUJKNH, TONMpaMarT,
neBeTupaneraM - 3(¢eKTUBHBI
KaK JOIMOJHNUTEIbHbIE MperapaTsl
B JledeHV Y (HOKAIbHOI SIMUIIETICUN
y mereit [3]. Vicmonp3oBaHue KaKoi
u3 atux Kombunauuit ASII 6ymer
Haunbosnee pannoHanabHbIM (3D Pek-
TUBHBIM U 0Oe30macHbIM)? Mex-

Meauatpus. N° 4

OYHApOJHBI KOHCEHCYC 110 3TOMY
BOIIPOCY OTCYTCTBYeT [3].

Ilenplo HACTOAIIETO VICCIIENOBAHUA
SIBJISIIACh OLleHKa 3 peKTUBHOCTI
M NEePEeHOCUMOCTU «HOBBIX» AHTU-
SMIIENTNYeCKIX IIpenaparoB (JeBe-
THUpAIeTaM, TOIMpPaMaT, TaMOTPL-
JKVIH) B KOMOVHALIMY C BaJIbIIPOEBOIL
KIC/IOTOI KaK OCHOBHBIM IIpernapa-
TOM B JIEYEHUN JieTell C Pe3UCTeHT-
HOJ CUMIITOMAaTUYECKO WM KPUII-
TOTEHHOII (POKATbHOI SIMIeTICHeIt.

Matepuan u metopbl

Jlu3aitH nccnefoBaHus

JlanHOe mccnegoBaHMe OBIIO OT-
KPBITBIM, NPOCIEKTMBHbIM, Ha-
OMI0JlaTeIbHBIM ¥ MaKCUMAJIbHO
pUOTVKEHHBIM K OOBIYHON KIIN-
HMYECKOI MPAaKTUKe. I TMTeNbHOCTD
ero cocrtapnsna 12 mecsaues. Vccie-
ToBaHMe IIPOBOAIMIOCH Ha 6ase OT-
JeNeHNs ICUXOHEBPOIOTUY U 3IIU-
nentonoruu OPIBY «MockoBckuit
HWV nepuatpum u feTCKOM XUpyp-
rum» Munspapasa Poccuu, Mockba.

Kputepuu BKNOYEHNA/MCKNIOYEHIA

B uccnemoBaHMe BKIIOYANU [IeTEN

B Bo3pacre io 18 ntet (ot 1 10 18 nter)

C CUMIITOMATUYECKOI WU KPUII-

TOTeHHOW snwuierncuein. InarHos

SIWJIETICUY YCTaHABIMBAINA B COOT-

BETCTBUM C KpUTepuaAMu MexyHa-

POLHON NPOTUBO3MMIENTUYECKOI

muru (International League Against

Epilepsy - ILAE) u Me>xxgyHapogHOro

6ropo 1o 60pnbe ¢ anuerncuert (Inter-

national Bureau for Epilepsy) [4]. Tun

SIIENITIYECKOTO IPYUCTYIIA OIpefe-

TSI B COOTBeTCTBUM C [Ipemarae-

MO JIMarHOCTUYECKOM CXeMO is

JIAL, C STVIENITMYEeCKYIMI IIPYCTYIIA-

mu u smmencreit (Proposed Diag-

nostic Schema for People with Epilep-

tic Seizures and with Epilepsy) [5].

Kpome dbopmer snmencun, Kpure-

PUSIMY BKJIIOYEHUS SIBJISUIUCD:

» IOATBEpXKJEHHAs 4acToTa SIU-
JIENTUYeCKUX IPUCTYIOB He Me-
Hee 2 pa3 B Mecsl] B Te4eHue
2 IpeALIeCTBYIOMINX MECSIIEB;

» [OJTBEPXKJEeHHAas Pe3UCTEHT-
HOCTb K IpemnaparaM (Heagdex-
TUBHOCTDb IIEPBOJI M BTOPOI IIO-
nbpITOK MoHOTepanuy AJII);

= KOMOMHMpOBaHHas Tepanus
Ba/JIBIIPOATOM B KadecTBe OC-
HOBHOTO IIPOTUBOCY[OPOXXHOTO
CpefcTBa M JIeBeTHpalleTaMOM

KNMHKYeCKad 3OGeKTUBHO

WIM TONMPAMATOM WM JIAMO-
TPUIPKMHOM B KavecTBe MOTION-
HUTENIBHOTO.

Kpurepun MCKI0O9eHS BKIOYAIIN

Ha/M4re IMPOTUBOIIOKA3aHNI, YKa-

3aHHBIX B MHCTPYKIMM IO IpMMe-

HEHUIO MIPenaparoB; 6epeMEeHHOCTb;

IUIIEPYYBCTBUTENIBHOCTD K Bajlb-

poary; 3a60/IeBaHM S IIeYeHN; TeHe-

pann3oBaHHbBIE POPMBI SMUITETICUN

U M06ble pyrue OCTpble VN XPO-

HIYecKue 3a60/1eBaHILsL, CIIOCOOHBIE

HOB/IUATH HA XOJ ICCTIEOBAHSL.

Neyenne

Bce manmeHTBI MOTyYany Bajib-
IpoaT HaTpusA 3aMefJIEeHHOTO BBI-
CBOOOXIEHNUST B MaKCUMaabHBIX
IMepeHOCUMBIX fo3axX. JJomonun-
Te/IbHbIe IIperaparTsl (JleBeTupalie-
TaM, TOIMpaMar, JaMOTPULIKIH)
pacnpefieNANNUCh B MOC/IEl0BATENb-
HOM mopsifke (Tak, MepBBIN mHa-
IMeHT IOoNydYaja Tepalui Ipyl-
bl 1 — JOIIOTHMTE/IbHBIN IIpernapaT
JIeBeTUpaleTaM; BTOPOII — TepaInio
IPYIIIbI 2 — TONMpaMaT; TPeTUi —
aMOTPUJKIH; YeTBepPThIil — BHOBD
neBeTupaneTam u T1.j4.). Joszbr ADII
KOPPeKTMpPOBaAM B 3aBUCUMOC-
TI OT KJIMHUYECKUX NPOABIEHUN
(yacTOoTa MPMUCTYIOB, HEPEHOCH-
MOCTb IIpernapaTa) M pe3y/NbTaToB
anektposHuedanorpapun (I3I);
IO3bl BapbUpPOBANM OT CPefHUX
[0 MaKCHMa/IbHBIX IIepEeHOCHMBIX.
Tepanuio neseTupalieTaMoM Hadl-
Hamu ¢ 10-20 mr/kr/cyT; o3y yBe-
muumMBaay Ha 20 MI/KI/CyT KaX</ible
2 Hepemu. HavanpHas fo3a Tommpa-
MaTa COCTaB/IANa 1 MI/KI/CyT; O3y
yBeNM4YMBaNM Kaxjaywo 1-2 Hepe-
nau Ha 1-3 MI/KT/CyT TakXe Jo0 HO-
CTVIKEHMSA UHIUBUAYATbHON 9-
dbeKTUBHON MU MaKCUMAIbHON
nepeHocumoin fosbl. HavanbHas
[03a TAMOTPUAXKMHA B KOMOUHa-
UM C BaJTbIIPOATOM COCTABJIANA
0,15 Mr/kr/cyT; mo3y yBenmuumuBa-
nu Kaxaele 2 Hemenu Ha 0,3 Mr/Kr
B TeYeHMe IepPBBIX MecCAlLeB TUT-
poOBaHUA, 3aTeM KaXK/AYI0 Heflenio —
10 MHAMBUAYAIbHON 3¢ HeKTUBHOI
VI MAaKCVMMAaJIbHOV IIE€PEHOCHMON
mosbl. IIpumenenne ppyrux AS9II
He paspelnanoch. JleueHue oTCre-
JKUBa/IN B TedeHue 1, 3, 6 n 12 mecs-
1eB (B 9TU BpeMeHHbIe IPOMEXKYTKI
IPOBOAVI/IN BU3UTBI HOC/IEAYIOLIETO
HaOMOmeHus).

Ny
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Tabnuuya 1. Tunvt snunenmu4ecKux NPUCMynos U SMU0N02US Inunencuy no spynnam mepanuu (n = 248)

Ipynna repanumu

Ipynna repaniu

Ipynna repanum

T Ba/IBIIPOATOM Ba/lbIIPOATOM Ba/IbIPOATOM
I mpucryna
U TIeBETHPALeTAMOM ¥ TONMMPAMaTOM ¥ TAMOTPUKITHOM

(n=83) (n=282) (n=83)
IIpocreie mapiuanbHbIe 49 (59%) 47 (57%) 59 (71%)
U CTIOXKHbIE (POKa/IbHbIE TIPYCTYIIbI
BTopquo—reHepanmﬂoxzaHHmm 34 (41%) 35 (43%) 24 (29%)
TOHUKO-K/TOHIIeCKIIT IPUCTYII
ODTUONIOTUS STINJIETICUT
® KPUIITOT€HHAas SIIJIeTICUA 12 (14,5%) 18 (22%) 14 (17%)
= CUMIITOMAaTUYeCKasl SIMIEICHUs 71 (86,5%) 64 (78%) 69 (83%)

OueHka 3¢ deKTnBHOCTY

OCHOBHBIM KpHUTepUEM OLIEHKN 3-
(eKTMBHOCTM ABMIANAC YACTOTA Pe-
MUCCHUY TIO ST TUIECKUM IPU-
CTyIaM 4epe3 6 MecsleB, KOTOPYIO
oIpefeNsiIN 10 [OJE HMAIMEeHTOB,
He MMeIomNX Ipuctynos. Jomon-
HUTEbHBIM KPUTEpPUEM OIeHKH
9((PeKTUBHOCTI CITYXXUT YPOBEHD
yAep>KaHMUs Ha [Tperapare, KOTOPBIit
OIIpefessIN KaK JOJII0 MAI[MeHTOB,
HPOJIOJDKAIOIINX JIeUYeHMe depes
12 mecs1eB.

Kputepuu oueHku 6e3onacHocTu
Be3omacHOCTh OLeHMBANM IIyTEM
pervucTpanuy ClIOHTaHHbIX COO01Ie-
HUII 0 TO6OYHBIX 3 deKTax Ha mpo-
TSDKEHNM BCETO MCCTIeOBAHISL.

(ratucTnyeckuit aHanu3
KoMnboTepHBI CTaTUCTUYECKUIT
aHa/IN3 MOTyYeHHBIX Pe3y/lIbTaTOB
IPOBOAUIN C WMCIONIb30BaHNEM
makera nporpamm STATISTICA
(Bepcus 6.0). Jnsa oneHKM Koppe-
JALMN Ka4eCTBEHHBIX II0Ka3aTesei
HPUMEHSIIY TabMINIBI CONMPSIKEH-
HOCTU TPM3HAKOB. 3HAYMMOCTH
KOpPpeJAILY OLIEHNBA/IN 1O KpHUTe-
puto IIupcona (xu-kBagpar). B ka-
4ecTBe YPOBHA 3HAYMMOCTH IpPU
OILleHKe IOCTOBEPHOCTHU Pa3IM4Mi
6611 BpIOpaH p < 0,05. Ilpu ananu-
3¢ KONMYeCTBEHHBIX IOKa3aTesen
PacCYMTBIBANN CPefHME 3HAUEHU
U OMINOKY CpefHero.

Pe3ynbratbl

Wccnenyemas nonynsauuna

B wuccnemoBaHmMe BKIWOYUIHU
248 peteit. CpemHMIT BO3pAcT COCTa-
Bun 8,8 + 3,7 ropma. [Jons manueHToOB
MY>KCKOTO IIO7Ia CocTaBnsana 61%.
204 u3 248 pmereit (82,3%) umenn

CUMIITOMAaTNYeCKYo0 (OKaNbHYIO
snunencuio, 44 us 248 (17,7%) -
KPUIITOTEHHYI0 (OKa/NbHYIO 3IIN-
nerncuto. Y 35% maiMeHTOB SIUIen-
CUsI Hadajach B TeYeHUE [ePBOrO
roga Xmusuu, y 38% - B Bo3pacTe
ot 1 1o 6 net, y 27% — noce 6 ner.
CpenHsAA 4YacToTa CYJOPOXKHBIX
npucTynos Ha (oHe Tepamuu
Ba/IbIIPOATOM Ilepej [0oOaBIeHN-
eM JIeBeTUpalleTaMa, ToIlMpaMaTa
WIN JaMOTPUJKVMHA PaBHANACH
14,2 + 2,6 B Hepmeno. 72 u3 178 (40%)
IeTeil MMeIu M3MEHEHWs B HEBPO-
JIOTMYecKoM craryce, 92 (51%) — 3a-
IEPKKY JBUTATENTBHOTO U MHTEN-
JIEKTya/lbHOTO Pa3BUTUS Pas3HOIL
CTeIleH! BBIPa>KeHHOCTL.
[TanyeHTOB pasgenyayu Ha 3 TPYTIIIbL:
B IIEPBOII TPYIIIe MAIVMEHTHI IOJTy-
YasIy Ba/IBIIPOAT U JIeBETHPALieTaM —
KaK JIOTIOTTHUTeNbHbII Mpemnapar (n =
83), Bo BTOpOII IpYIIIIE leT! MOTyda-
IV BaZIbIIpoart 1 ronupamar (n = 82),
B TPEeTbell IPYIIIIe — BaJIbIIPOAT I JIa-
MoTpumkyH (n = 83). Ipymnms 6611
COIIOCTABUMBI 10 BO3PACTY, IIOJIOBO-
MY COCTaBY, IPOJO/KATEIbHOCTH
3ab0/IeBaHNsA, YACTOTE HPUCTYIIOB
(tabm. 1), jone mMalMeHTOB ¢ Hapy-
IIEHUAMY JIBUTATETBHOTO U MHTEI-
JIEKTYaJIbHOTO PAasBUTUA M TUIIAM
SMIIEITUIECKUX IIPUCTYIIOB.

[Jlo3bl npenapatos

Yepes 6 MecsleB Tepamumu Cpef-
Hss CyTO4YHas [o03a BanbIpoaTa
cocrasuna 39,6 £ 2,2 Mr/kr/cyr
(ot 20 mo 55 mr/kr/cyT), cpegHAA
Jo3a yeBeTupanerama — 48,11 +
2,6 mr/xr/cyT (0T 25 50 75 MI/Kr/cyT).
CpenHsist [o3a TonmMpamaTa COCTaB-
nama 6,8 + 0,8 mr/kr/cyr (or 3,9
mo 11 mr/kr/cyr). CpenHsasa posa
TAMOTPUJKMHA, TPUHUMAEMO-

ro B KOMOMHAIMM C Ba/JbIIPOATOM,
paBHamack 5,1 * 0,8 mr/kr/cyr
(ot 2,8 go 10 mr/kr/cyT, £o3bI 6onee
5 MI/KT/CyT UCTIONMB30OBAUCh PEIKO
U TOJIDKO Y JieTelt cTapiue 12 jer).

IhdeKTUBHOCTL

OCHOBHBIM KpHUTepMEM OLEHKMU
3 pexTUBHOCTN ABMSIIACH YACTO-
Ta PEMMCCUN 10 SNMICNTUYECKIM
npucrynam depes 6 mecanes. OHa
cocrasnsna 42,2% (35/83) B rpyn-
Ile IpueMa BajblIpoaTa U JIeBeTHu-
panerama; 13,4% (11/82) B rpymnme
KOMOMHAL[MM Ba/JbIIPOATa U TOIN-
pamara u 21,6% (18/83) B rpymnme
KOMOWHAI[MY BajIbIIPOATa ¥ TAMOT-
pumxnHa. Takum 06pasom, qacTora
peMuccun B IepBoil rpyIme 6blra
CTaTUCTUYECK) 3HAYMMO BBIIIE,
4eM BO BTOPOJI U TPETheil IpyImmax
(p < 0,05). YMeHbllIeHMEe 4aCTOTHI
MM TUYECKIUX IPUCTYIIOB (60Iee
yeM Ha 50%) oTMmeueHO y 15,66%
(15/83) peTteit, MONMy4YaBIINX BaJb-
mpoar U jaeBeTupaneram, y 14,6%
(12/82) meteit B rpyIiie BaabIpoa-
Ta U Tonupamara u'y 17,64% (15/83)
feTell, MONTYY4aBIINX BajbIIpoOaT
u naMmoTpupxuH. ClefoBaTeNIbHO,
npu aHanause 3Qp¢PeKTUBHOCTY IIO-
Ka3aHo, 4TO obIee KOMMIECTBO T1a-
L[MIeHTOB, OTBETMBIINX Ha JIeYeHME
B Ka)KJIO¥ TpymIe (MOMHaA peMIic-
CYA VM 3HAYNUTEIbHOE KIIMHMYeC-
KOe€ yIy4IIeHMte), COCTaBuiIo 57,86%,
28% n 39,2% cOOTBETCTBEHHO.

B xavyecTBe JOIOIHUTEIBHOTO KpH-
Tepusa ouLeHKU 9PPeKTUBHOCTH
OIIpeNeNsANN YPOBEHb YAEPIKaHUA
Ha Ipelnapare 4epes 12 mecsaues
Ist BceX Tpex Kom6mHarmit A9
YpoBeHb yIep>KaHUA Ha Iperapare
yepes 12 mecALeB ucCIefOBaHNA
cocraBan 50,6% (42/83) B mepBoil
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rpymnie (BaJbIpoaT U JeBeTUpalle-
TaM), 39% (32/82) Bo BTOpOII Ipym-
e (BaJbIIPOAT ¥ TONMpamart) u 53%
(44/83) B Tperbeil rpymnme (Bamb-
mpoar u mamMoTpumKkuH). Hanbo-
Jlee HUBKUI YPOBEHDb yHEp>KaHUSA
4yepes 12 mMecALeB OTMEYEH BO BTO-
poii rpyIIe (Tepamus BaablIPOaTOM
U TONMPAMaTOM), OFHAKO THU pas-
JIMYVS He JOCTUIIN YPOBHSI CTATIUC-
Tr4yeckor 3HaunMocTu (p = 0,4).

I'IpemneBpemeHHaﬂ 0TMEHa
JI0MOJIHNTENbHOr0 NpenapaTta
OCHOBHBIE IPUYNHBL IPEXEBpe-
MEHHOJ OTMEHBI TePANny BK/II0Ya-
JIM UCXONHYI0 HeadeKTUBHOCTD,
arrpaBaliio TeUYeHUs SINUICIICUN,
pasBUTHMe TONEPAHTHOCTU K IIpe-
napaty u no6ounble 3¢ QeKThl
(rabm. 2). ArrpaBainuio Te4YeHUs
SMUIENICUY ONpPeeAnu KaK yBe-
JIMYeHIe YaCTOTHI Vi/V/IV IOsIBTICHe
HOBBIX TUIIOB CYHZOPOXHBIX IPU-
[a/IKOB B COYETAHNN C YBEIMICHN-
€M KO/IMYeCcTBa SIIeNTI()OPMHBIX
narTepHoB Ha JII [6]. Tonepanr-
HOCTb K ASII onpefensanu Kak Kiu-
HUYECKYI0 CUTyalUIO, B KOTOPOIl
peakuys marnueHTa Ha JTeKapCTBeH-
HBII IIPeTapaT co BpeMeHeM YMeHb-
IIanach, HECMOTPsA Ha TO 4TO 1034
WM KOHIIEHTPALMsI IPUMEHIEMOTO0
IperapaTa OCTaBA/INCh IIPEXHIMIL
OTO 03HAYAJIO, YTO JIJISI OCTVKEH S
npexxHero addexra Tpe6OBaAMUCH
6011e€ BBICOKME [O3BI [7].

B mepsoii rpymme (Banbopoar u je-
BeTHpaleTaM) KOINIeCTBO [eTelt,
He OTBETUBIINX Ha JIedeHIe, ObII0
CTATUCTUYECKY 3HAYMMO HIDKeE, YeM
B IepBbIX ABYX rpynmax (p < 0,01).
daxTopaMyt MPOTHO3a MCXOHOI
Hed(p(PEeKTMBHOCTHN CUYMUTANUCH
Ie0I0T SIIJIENICHNL B BO3PACTE MEHee
5 net (p < 0,04) u Bbicokas (6onee
10 pa3 B HefleIII0) YACTOTA CYAOPOXK-
HBIX [IPUIIA/IKOB O Hadasa IeIeHNsI

(p < 0,02). Eme ogHuM (pakTOpOM
He6/IaronpusITHOTO MPOrHO3a IIPU
JIeYeHN M JIeBeTUPALleTaMOM CITY>KUT
3ageprkka passutus (p < 0,01).
ArrpaBanus SNMIeNTHYeCKUX IPK-
CTYIOB oTMedeHa y 18/83 (21,6%),
6/82 (7,47%) n 4/83 (5%) nereit B 1,
2 1 3-ii rpynmnax COOTBETCTBEHHO.
Camoe 6onpuIoe KOMMYECTBO Ma-
[[MeHTOB C arrpaBalleil oTMeda-
JIOCh B IIepBOJL I'pymIle (BaJabIpo-
aT u neBeTupaineram) (pasnmuuus
CO BTOpPON M TpeTbeil IpynnamMu
CTATUCTMYECK! 3HauMMBI, p < 0,01).
OO6br9HO arrpaBanus IPUCTYIOB
Habmofasach B Hayaje Tepamuyu
(mocne mobGaBneHUA eBeTUpalie-
tama). PakTopamu, yBeIuInBao-
MIMMHU PUCK PasBUTHSA arrpaBaljuu
[PV IPMMEHEHNN JIEBETUPALieTaMa,
OBL/IV BBICOKAsI YaCTOTA IPUCTYIIOB
U VIX BTOPUYHO-TeHePaIM30BaHHbII
xapaktep (p < 0,01). ¥ geteit, mo-
JIy4aBIUINX TOMMpaMat, PakTopoM
pUCKa pa3BUTHS arrpaBaIjuyl MOI/IA
SIBJISITHCSI BTOpUYHAS Oujatepanb-
Has cuHXpoHM3auus Ha III (of-
HAKO CTaTUCTHMYeCKas 3HAYMMOCTD
3TOr0 (haKTOpa He OBIIA JOCTUTHYTA
13-3a MaJIOTO KO/IMYeCTBa CIIy4aeB).
TonepaHTHOCTD pasBmiach y 6/83
(7,2%) pereil B IepBONl TIpyIIle,
y 24/82 (29,26%) mereit BO BTOPOIL
rpymne n y 8/83 (9,6%) neteit B Tpe-
Thell rpymnme. TakuM o6pasom, pas-
BIUTNE TOTEPAHTHOCTH JOCTOBEPHO
Yalle OTMEYanoch y MallMeHTOB
BTOPOI1 I'PYIIIBI (Tepamnus BajIbIpo-
aTOM I TONMPAMATOM), YeM B IIep-
BOII U TpeTbell rpynnax (p < 0,04).
Y pereit ¢ 3safepXKoil pasBUTUSA
TOJIEPAHTHOCTDb HAOIIOflaNach 3Ha-
YITENbHO Yallje Ipu T060i cxeme
tepanuu (p = 0,02).

lepeHOCMMOCTb KOMOMHALMIA
Hawnbonee gactoie mo6ouHble 3¢-
(eKTHI B HavasIe Tepanny FOIOTHN-

KNMHKYeCKad 3OGeKTUBHO

Te/IbHBIMI TIPenapaTaMy BKIIOYa/In
CBIIIb, CUMIITOMBI HEJPOTOKCIIHOC-
TV I CUMIITOMBI CO CTOPOHBI XKeIy-
TOYHO-KMIIEYHOTrO TpakTa (Tabm. 3).
[Toutn y 20% nanueHToB, IOTyYaB-
MIMX BaJBIPOAT U JIAMOTPUKIH,
PasBUIACh ChIIIb; 3TO HEXKeNIaTellb-
HOe sIBJIeHNe He OTMEYEHO B IPYTUX
rpymnnax. BonbIIMHCTBO TOOOYHBIX
a¢exToB (KpoMme cbIIn) ObIIN YMe-
PEHHO BBIPa>XEHHBIMI, [JO303aBM-
CUMBIMU U He TPeOOBaNN OTMEHBDI
Tepanuy. Cepbe3Hblil TOOOYHBIN
a¢ddeKT pasBuICA y OZHOTO MALK-
eHTa (II0YeYHasi HeJOCTATOYHOCTD).
ITOT peOeHOK IOMydyan B KauecTBe
JOIMONTHUTENBHOTO CpPeACcTBa TO-
HupaMaTt; Iocae pasBUTHUA 060Y-
HOTO 9¢deKTa OMaTHOCTUPOBAH
HOPOK Pas3BUTHUs IIOYEK, U TOIU-
pamar 6bi1 oTMeHeH. Yaie Bcero
OTMEHa IIperapaTa U3-3a PasBUTUA
He>Xe/IaTeJIbHBIX PeaKIuil mpomuc-
XOAM/Ia B TPYIIIIe TAMOTPUKIHA —
y 26 mereit (31,4%), pexe — B IpyI-
me tomupamara - y 21 (25,6%);
Hanbosee pefKo M3-3a MOOOIHBIX
3¢ deKTOB OTMEHsICS TeBeTHpalle-
TaM - y 4 mereit (4,8%) (pasnmnuns
C TPyHIaMU JIAMOTPUAXKIHA U TO-
ypamaTa CTaTUCTIYeCKI 3HAYVIMBI,
p < 0,01). Takum o6pasom, cormacHo
HOJTYyYeHHBIM pe3y/IbTaTaM, JieBe-
THpaLeTaM B KOMOMHALUK C Bajib-
npoatoM ob6ajaeT Hauay4lIeln
[IePEHOCHMOCTBIO TIPY [INTENBHOM
npyuMeHeHun. nsa aToit KoM6MHa-
1y 6blyIa XapaKTepHa HaMMeHblIIa st
YacTOTA HeXKeIaTe/lIbHbIX peaKIuii,
3a MCK/IIOYEeHNeM arrpaBariuy SIn-
JIeNTUYeCKUX NpucTynos (p < 0,01).
AHanus JaHHBIX IO3BOIN YCTAHO-
BUTb, YTO MALJMEHTHI C MTOOOUYHBIMU
sddextamMu 6bIIM MIAfIIe, YeM
[leTV C XOPOILeil IePEeHOCHMOCTbIO
Tepanuu. Tak Kak Hanboee 4acThIM
110604HBIM 3¢ (deKTOM B rpymre ja-
MOTPUIXIHA Obl/Ia CBHIITb (y 19,3%

Tabnuua 2. OcHoBHYLE NPUHUHDL OMMEHbL 00NOTHUMETIbHOZ0 NPOMUE0CYO0PONCHO20 CPeOCEa

prmna OTMEHBI

Ipynna repanum

BaIbIPOATOM
U neBeTHpaneTamoM (n = 83)

KonnuecrBo fmereii, abe. (%)

Ipynmna repanum
BaJbIPOATOM
¥ TonupamaroM (n = 82)

Ipynna repanum
BaJbIPOATOM
¥ TaMOTpUHKUHOM (n = 83)

VicxonHas HeaddeKTUBHOCTD 7 (8,4%) 21 (25,6%) 19 (22,8%)
ArrpaBaryis SUuIencun 18 (21,6%) 6 (7,47%) 4 (5%)
TonepantHOCTD 6 (7,2%) 24 (29,26%) 8 (9,6%)
YacroTa mo604HbIX 9¢pexToB 4 (4,8%) 21 (25,6%) 26 (31,4%)

Meauatpus. N° 4
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Tabnuya 3. Ilo6ounvie s pexmot, ommeueHHvle 6 2PyNNAx UCCIE008aAHUT

KonmnuecrBo fgereir, abe. (%)

Ipynna repanuu Ipynmna repanmum Ipynma repamum
Mo6ounbre 3ppexTor Ba/IbIIPOATOM Ba/IbIIPOATOM Ba/IBIIPOATOM
¥ IeBeTHPALeTAMOM ¥ TONMPAMATOM M TAMOTPHUKMHOM

(n=83) (n=282) (n=83)
HeltpoTOKCMYHOCTD (TpeMOp, COHIMBOCTD, 4(4,8%)* 22 (26,8%) 10 (12%)
TOTIOBOKPY’)KeHNe, TONOBHAas 00/Ib)
Chlib 0 0 16 (19,3%)
JKenmymo4Ho-KuIedHble ITI060YHbIE 0 9 (10,9%) 6 (7,2%)
3¢ dekTsI (TOIHOTA, pBOTA)
Bcero 32 (38%) 31 (37,8%) 4 (4,8%)*

60

* Pasmuuus ¢ IPyIIIaMy CpaBHEHMs CTaTUCTUYeCKH 3Ha4nMbl (p < 0,01).

IeTelt), MbI CHe/Ianu BBIBOL O TOM,
YTO BO3PACT MIajjliIe 3 JieT ABIAeTCA
3HAYMMBIM (PaKTOPOM PUCKa MOSIB-
JIEHVSI CHITIN.

06cyxaeHue pe3ynbTaToB

IIpy npuuATHM pelieHMIT O Ha3Ha-
YeHUM Tepaluy MalMeHTY C 3MU-
JIeTICUell Bpad onupaeTcs Ha MHGOp-
MaIMIo 13 MHO>KeCTBA UCTOYHIKOB.
HecmoTpss Ha mmpokoe pacmpo-
CTpaHeHMe INPUHIUIIOB JOKasa-
Te/IbHO MeIMILVMHBI, IpMMEHEHe
TAKOTO MOAXO0/la B IETCKOJ HEBPO-
JIOTVIY 4acTO ObIBAeT 3aTPyLHUTEID-
HBIM B CBAI3M C MaJIBIM KOIMYECTBOM
IBOVIHBIX CJIEIIbIX MCCAeNOBaHUMI
1m0 9¢PeKTUBHOCTY U HEPEHOCH-
moctu AJII y nereit. Beerpa 6ynyT
CYILIeCTBOBATb BOIIPOCHL, JI/Is OTBe-
Ta Ha KOTOpBbIE ITI0OKA He IPOBEJEHO
PaHZOMU3MPOBAHHBIX KOHTPO-
NUPYEMBIX MCCAEJOBAHUIA, U NPU
OPUHATUN PeIleHN MPUXOAUTCS
JIOBOTIbCTBOBATbCS TaHHBIMM 6oJIee
HI3KOTO YPOBHA I0Ka3aTe/lIbHOCTH,
a MIMEHHO JaHHBIMU OTKPBITBIX Ha-
OIrofaTeIbHBIX VcCegoBaHuil. Ha-
cTosilee UCCIeNOBaHNe UMEET pAJ
OTPaHMYEHNUI B TOM, YTO KaCaeTCs
[M3ajiHa M MHTEpIpeTalu pe3yb-
taToB. OIpeie/ieH1ie Pe3UCTEHTHOM
snmencuu tTpebyeT yTOUHEHMUSI.
9T0 00YCIOBIEHO TeM, YTO Bpayy
U MCCIEfJ0BATEeNN TO/Nb3YI0TCA Pas-
HBIMM KPUTEPUAMMU, & B HEKOTOPbIX
Clly4asX KpUTEPUM U BOBCE OTCYT-
CTBYIOT — BCE 3TO 3aTPYy/IHAET CpaB-
HEeHMe Pe3y/lIbTaTOB MCCeOBAHMII
U BBIPAOOTKY MPAaKTUYECKUX PEKO-
MeHpanumit [2]. B Hameit paborte Mbl
PYKOBOJCTBOBANNChH CHAENYOIINM
onpenenenneM: «O pe3suCTEHTHON
SIMJIETICUY TOBOPAT B TOM CiIydae,

€C/I JIBE MOIBITKM a/IeKBAaTHO IO-
ZOOpaHHOI 1 MePEeHOCUMOIl Tepa-
nun ASJII (B Buje MOHOTepannu
MM KOMOVHAIIMM) HE TO3BOMNIN
TOCTUTHYTD YCTOMYMBOTO KOHTPO-
NA 3NUNAENTUYECKUX IPUCTYIOB»
[2]. OgHaKO MBI XOPOIIIO IOHMMAEM,
YTO TOT NOAXOJ ABIAETCA SMIINPU-
YeCKUM U TpebyeT IpOBepKI B IIPO-
CIeKTVBHBIX UCCIeIOBAaHNAX.

JlaHHbIE HEKOHTPONMUPYEMBIX MC-
C/lefloBaHMil MOTYT BBOJUTD B 3a-
OnyX/ileH1e, TaK KaK yMeHbIIeHe
TSKeCTV TeYEeHN S STIVIETICU THOT-
Ia ObIBaeT CBA3aHO CO CIIOHTAHHBI-
MU KOJIe6aHUAMU YaCTOThI MIPUCTY-
OB U ICUXOT€HHBIMU (aKTOPAMU.
VIMeHHO TO3TOMY IOy YEeHHbIE 1aH-
Hble MOT'YT BBI3BIBATDH OIIpeJie/IeH-
Hble COMHeHM 1. Tak, Harpumep, 11
TOTO YTOOBI J0Ka3aTh, YTO KOHKPET-
Hblit ADII BbI3BIBaeT arrpaBanuio
SMMJIETICUY, Tpemapar o/ KeH Ha-
3HAYATbCA ABAXKADBI, ¥ KK/ pa3
TOJKHO PETUCTPUPOBATHCSA YBENIN-
YeHle YaCTOThl IIPUCTYIIOB U YXY/-
meHye KapTuHel I mocie Havyana
IpyieMa 11 yIy4leHue Iocie OTMEHbI
Ipernapara (B HallleM MCC/IeOBaHUY
TaKUX IOIIBITOK He OBUIO Mpefnpu-
HsT0). KpoMme Toro, xopoo nssecr-
HO, YTO YaCTOTA arrpaBalluy Teve-
HIA STWIETICUY TIPY IpUMEHeHUN
AJII Hepefko mepeolleHMBAETCA.
ITpexxpe 4eM fienlaTh BBIBOJ, O TOM,
YTO yBe/NMYeHNe JaCTOThI MPUCTY-
II0B II0C/Ie Hayaja IpyueMa HOBOIO
IpelapaTa oTpakaeT gpapMaKoju-
HaMMYeCKYIo aIrrpaBalyio, Heo6Xo-
JVIMO VICK/IIOUUTD JIPYTUE BO3MOXK-
Hble IPUYMHBI yXyaumennsa. K Hum
OTHOCATCS CIIOHTaHHbIe KOeOaHNA
YaCTOTHI IIPUCTYIIOB, BIUAHNE (Pak-
TOpPOB, MI3BECTHBIX CBOEI CIIOCO6-

HOCTBIO YXYJLIaThb TedeHMe SIIU-
nercun (Hampumep, feduINUT CHa,
QJIKOTO/Ib U IICUXOTPOIIHbIE IIperna-
partbl), IporpeccupoBaHye dIVJIeI-
cuy u ap. [6]. [Tockonbky BO BpeMs
UCC/IeJOBAHNA He INPOBOAMIIOCH
u3MepeHUsl KOHLEHTPAluil Balb-
npoara n apyrux A9II B cpiBOpOT-
Ke KPOBJ, HeTb35l C YBEPEHHOCTDIO
TOBOPUTH O TOM, YTO IPUMEHSANNCD
NOCTATOYHbIE [ O3Bl IIPErnapaTos.
B aT0Il1 CBA3KM MBI MOXXEM FOBOPUTD
TONBKO O «IIPEeAIONIOXKUTENbHO»
PEe3MICTEHTHOM XapaKTepe 3IMUJIen-
CUY, «IPEeRIONTOXNTeNTbHBIX» ar-
rpaBaliMy U TONEPAHTHOCTU. Tem
He MeHee MOXXHO YTBepPXKJaTh, 4TO
B HaIlleM MCCIe0BAaHUN B IPYyIIIe
feTell C pe3VCTEeHTHON (OKaTbHOM
SMNJIEINICYe], HaOTIOABIINXCA B yC-
JIOBUAX PE€aNbHON KIMHUYECKON
IpaKTHUKMU, HAM Y[IaJI0Ch TI0Ka3aTh
CpaBHUTE/NIbHYI0 9P PeKTUBHOCTD
U TIEPEHOCHMOCTD TepaIlun JBYMs
npemaparaMy - BaJbIIpOATOM
U ONHMM M3 «HOBBIX» IPOTUBO-
SMMIENTUYECKUX cpencTB. YacTo-
Ta PEeMUCCUN IO SMMIEITUYECKUM
IIPUCTyIIaM 4Yepes 6 MecAleB — OcC-
HOBHOJI KpuTepuit oreHku s dex-
TUBHOCTY, MCIO/Jb30BaABIINIICS
B Haiuet paboTe, — CIMTAETCS HaM-
6oee aZeKBaTHBIM IIapaMeTpPOM
oneHK! 3P dEeKTUBHOCTY B KIMHU-
yeckux uccnenosanuax AJII [8].

Yacrora peMuccuy uepes 6 Mecs1ieB
cocraBuna 42,2% B Trpynmne KoM-
OVMHALMY BajbIIpOaTa 1 JIeBeTUPa-
nerama; 13,4% B rpyie BaabIpo-
aTa u Tonupamara; 21,6% B rpymnie
BaJbIIpoaTa ¥ JIaMOTPUAXKMHA.
Takum 06pasom, 4acTOTa PEMUCCUN
(0cobeHHO B IpyIllie IeBeTHpalleTa-
Ma) HaMHOT'O IIPEBOCXOAUT YaCTOTY

JddeKTUBHaA dapmakoTepanus. 42/2013
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B PaHJOMU3VMPOBAHHBIX KJIMHMYEC-
KUX VCCIIEOBAaHNAX JIeBeTupaleTa-
Ma, ToNMpamara ¥ 1aMOTPUIKIHA
B KayecTBe JONOTHUTENBbHO Tepa-
MMM NIpY NapLMaTbHBIX NIPUIAfKax
[9]. OTu gaHHBIE TaK>Xe OTYACTHU
IPOTUBOpeYar pe3ynbraTraM obcep-
BaIlMIOHHBIX KOTOPTHBIX JCCIIEJ0Ba-
HUI y B3pocnbIX [2, 10] u meeit [11]
C BIIEPBbIe BBISIBICHHOI SNMJIETICHU-
ell, Ha OCHOBaHMJ KOTOPBIX BO3HMK-
JI0 MHEHJE O TOM, YTO BEePOATHOCTD
BOCTUOKEHUSA KOHTPONIA 3MUJIeN-
TUYECKMX NPUCTYIIOB y IallyieH-
TOB, KOTOPBIE paHee He OTBETUIN
Ha aJleKBaTHBIE MOIBITKN Tepamun
nByMmsa ASJII, oueHb HeBenuka. JJan-
Hble HeJlaBHEro IPOCHEKTUBHOTO
MeAMaTPUIECKOT0 MCCAeLOBAHNU
CBUJIETETBCTBOBAIN O TOM, UTO,
XOTS y MHOTVX IalIeHTOB, Oe3yc-
IeIIHO JIeYeHHBIX B JBYX MHpOp-
MaTUBHBIX uccnegoBanmax AIII,
MOTJIM OTMEYaThCsI HePUOAbL 6e3 Cy-
JOPOXXHBIX IPUIIAJIKOB B Ja/bHEIl-
IIVX VICCIEIOBAHIAX, BOSMOXKHOCTD
BOCTVKEHUS JINTENbHON peMuc-
cum octaBanach cropHoit [12]. On-
HaKO Y aBTOPOB HEKOTOPBIX APYTUX
paboT MOsABUINCH OCHOBAHUS BBI-
CKa3aTb IIPEAIION0XKEHVIE O TOM, YTO
y 4acTy TaKUX INAIMeHTOB BCe XXe
BO3MOXKHO JJOCTVKEHVE KOHTPOIIS
HaJl IpUCTYIaMU IyTeM JajbHeil-
11ero of60pa IeKapCTBEHHBIX IIpe-
maparos [13, 14].

YpoBeHb ypep>KaHUsA Ha Ipemna-
paTe ABASETCA VHTEIPATUBHBIM
IoKasaTeneM, OTPa>kaoINM Kak
adpdexruBuoctp AJII, Tak u ero
IIePEHOCUMOCTD. YPOBEHbD yjepKa-
HJA Ha Tepalumu B TedeHue 12 me-
CsAlLleB MCCIEeJOBAaHMs COCTaBUJI
50,6% B mepBoJi TpymIe (BajblIpoaT
u neBeTUpaLeram), 39% BO BTOPOI
rpynme (BaabIpoaT M TOIMPAMAT)
u 53% B Tperbeil rpymnne (Bamb-
IpoaT ¥ JTaMOTPUIXMUH). B 1jenom
KOMOMHAL[MS BaIbIIPOATA U TOIN-
paMara mMesa HayMEHBIINI ypo-
BEHb YZlep>KaHUsA IPU [JINTETbHOM
IPUMEHEHNM, HO Pas3ndysa MeXy
rpynmaMu ObIIM CTaTUCTUYECKH

Nureparypa

1. Jedrzejczak J., Kuncikovd M., Magureanu S.; VIPe Study Group.
An observational study of first-line valproate monotherapy in 3.
focal epilepsy // Eur. J. Neurol. 2008. Vol. 15. N 1. P. 66-72.

He sHaunMbIMM (p = 0,4). He y Bcex
MAallYIEeHTOB B MCCJI[JOBAHUY OBII
TOCTUTHYT KOHTPOJIb HaJ| SMNUJIeM-
cHeil, ¥ MHOTMe IPOIOJIKaNIN Ipu-
Humarb AJIl fmaxke B coydae mx
HeI0CTAaTOYHOI 3¢ PEeKTUBHOCTH.
Taxum 06pa3oM, ypoBeHb yHepsKa-
HUA B OOJIbIIeT CTeNeHN OTpaka-
eT nmepeHocuMocTtb AJII, uyem mx
s dexTuBHOCTD. ClIeZOBATENBHO,
BBIBOABI O TOM, YTO KOMOMHAINS
Ba/jbIIpoaTa C JeBeTHPaleTaMOM
IpPeBOCXOAUT 1O 3PPeKTUBHOCTH
KOMOMHAI[MIO BaIbIIpOATa C TOMU-
pamaroM, ClIefyer fenarb ¢ 60ib-
IOl OCTOPOXXHOCTBIO, OCOOEHHO
€CJIV 3TV BHIBOJIbI OCHOBaHBI TOILKO
Ha YKa3aHHBIX BbIIIe JaHHBIX.
IToMuMO cpaBHUTENIbHON OLLEHKU
YPOBHeI! yIep>KaHNUsA, B MCCIe0Ba-
HUY HOJTyYeHa ¥ pyras 3HauuMas
nHpopManusA. YacToTa arrpaBanum
SMWIENICUY B HALIIeM MCC/IefOBaHUNI
6p1a 60/Iee BBICOKOIT Ipu JobaBIe-
HIU JIeBeTHpaleTaMa K BaJIbIIpOaTy
(21,6%); momoNHUTENbPHAS TEPATNS
TTaMOTPUJI>)KMHOM COIPOBOXK/IATach
arrpaBsanuen B 5% ciny4aes, TOIMN-
pamata — B 7,47%. IlapagokcanbHoe
ycyry6yeHne CyZOpO>KHOTO CUH-
IpoMa IIpy IIpUMeHEeHUN JIeBeTUpa-
IeTaMa y>ke OIJCaHoO B IUTepaType
[15]. Ham mpexncraBisieTcs, 4TO HO-
BOJIDHO BBICOKNII YPOBEHb arrpaBa-
UM IIpY KOMOVHMPOBAHUY Bajlb-
npoarta M JieBeTyupauerama OblI,
IO BCeil BUJUMOCTH, 0OyCIOBIIEH
OBICTPBIM TEMIIOM HapalMBaHUsI
L03bl BTOPOro Ipemnapara. VimerwT-
Cs JaHHBIe, CBUJETENbCTBYIOLINE
0 TOM, 4TO Golee MefI/IeHHAsA TUTPA-
1A MOXKET YMEHbIINTD PUCK arTpa-
Bauuu [15]. bonee yacroe pasButue
TOJIEPAHTHOCTY OTMEYajIy B IPYIIIIe
tonupamara (29,3%) mo cpaBHe-
HUIO C TPYNIIAMM JIaMOTPUJI’KIHA
u neBeTupanerama (Tonbko 9,6%
1 7,2% COOTBETCTBEHHO).

Y nanueHTOB 6€3 arrpaBanuy KoM-
OMHaL VA BajablIpoaTa M JIeBETU-
paleramMa HepeHOCH/Iach Jydlle,
yeM JiBe Jipyrue MCIONb3yeMble
cxeMbl Tepanuu. Kak arrpaBanus,

TaK U TOJNEPAHTHOCTD IIPUBOLUIIN
K OTMEHe JIOIIOTHUTEe/NIBHOrO IIpe-
napata. Yale Bcero mpemapar or-
MEHSIN U3-32 PA3BUTHS TOOOIHBIX
3¢ deKToB B rpyImIe TaMOTPU K-
Ha -y 31,4% pmereit (II0YTHU Y Ka>KJ0-
TO IIATOTO MallleHTa pa3BUBaJIaCh
CBIIID), peXKe B TPYIINe TOIMpaMa-
Ta — y 25,6% pmeTeli; HaMMeHbIIAA
YaCTOTa OTMEHBI HAabII0fjamacy mpu
IpueMe jieBeTupanerama — y 4 jeren
(4,8%, p < 0,01). Xapakrep HabI0-
HaBHIMXCSA HMOO0YHBIX 3¢ deKTOoB
COOTBETCTBOBAJ MaHHBIM, IIONY-
YeHHBIM B PAHZOMU3UPOBAHHBIX
KIMHUYECKNX UCCIeOBaHMUAX [9];
He OTMeYeHO He3aperncTpupoBaH-
HBIX HeXXe/aTe/IbHbIX SIB/ICHMUIL.

BbiBoabl

Pesynbrarhl nccnenoBaHms noxkasa-
M, 9YTO IIPMMEHEHMeE JIeBeTUpalie-
TaMa B Ka4eCTBe [JOIIOJIHUTEIbHOTO
npemnapara BMeCTe C BaJbIIPOaTOM
y JeTeil C pe3UCTEHTHON CUMIITO-
MaTMYECKOM M KPUIITOT€HHOM 3IU-
JIeTICMell COIPOBOXXAANOCh Oonee
YaCThIM HOCTVKEHMEM PEMUCCUN
1 MEHbIIEN YacTOTOJ OTMEHBI IIpe-
mapara u3-3a I060IHbIX 3P PeKTOB
(0 CpaBHEHMIO C IPYTUMU UCCTIe-
AyeMBIMU IpenapataMiu). B artoi
Ke Momynsuuyu gobaBlaeHMe ja-
MOTPUJKMHA K BaJbIIPOaTy IOYTH
B 1/5 cry4aeB IpUBOANIIO K TIOSIBTIE-
HUIO CBINY, KOTOpas ABANACh IPU-
YIHOJ OTMEHBI IIperapaTa 1 Jalje
OTMedYajach y JieTell B BO3pacTe
1o 3 net. JlononmHuTeIbHAA TepaNNA
TONMPaMaTOM CONPOBOX/Janach
HAMMEHDbIIVM YPOBHEM YyJepXKa-
HJA Ha Tepaluu yepes 12 mecsies
MCCIIelOBaHMs, Haubonblieir yac-
TOTOJ PasBUTUA TONEPAHTHOCTHU
VI OTHOCUTEIBHO HU3KOJ YaCTOTOM
arrpasanuu. Mbl monaraem, 4To Ha-
3HaueHle Tonupamara (B JOIOTHe-
HIe K BaJIBIIPOATy) OIpaBJaHO y I1a-
LMEHTOB, OTHOCAIMXCA K TpyIIIe
BBICOKOTO pucka HeapdeKTuBHOC-
TV TaMOTPUJ KMHA WIN JIEBETUPA-
LeTaMa, MU IIPU PE3UCTEHTHOCTU
K 9TUM IIpeIapaTaM.
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Efficacy of valproate combinations with lamotrigine, or topiramate, or levetiracetam in children with drug

resistant focal epilesy. An open-label observational study

Ye.D. Belousova, I.V. Shulyakov, A.Yu. Yermakov

Federal State Budgetary Institution Federal Research Institute of Pediatrics and Pediatric Surgery’ of the Ministry of Health

of Russia, Moscow

Contact person: Yelena Dmitriyevna Belousova, ebelousova@inbox.ru

There is no international pediatric consensus on optimal antiepileptic drugs combination for the treatment of
resistant symptomatic and cryptogenic focal epilepsies in children. The aim of the study was to evaluate efficacy
and tolerability of the “new” antiepileptic drugs (AED) lamotrigine, topiramate, levetiracetam in dual-therapy
regimen with valproic acid as basic AED in children with resistant symptomatic and probably symptomatic focal

epilepsies.

This was an open-label, prospective, observational study performed in real practice setting. The study duration

Ny
B

was 12 months. 248 children under 18 years old (from 1 to 18 years) with resistant symptomatic and cryptogenic
focal epilepsies were included. They were receiving the dual-therapy with valproate as a basic anticonvulsant and
lamotrigine or topiramate or levetiracetam as an additional one. The primary efficacy outcome criterion was the
remission rate at 6 months, secondary outcome criteria was the retention rate at 12 months of therapy. Safety was
assessed by recording of spontaneously reported adverse events throughout the study.

The remission rate at 6 months was 21,6% in group of patients receiving combination of valproate and lamotrigine
(18/83); 13,4% - in group with valproate and topiramate (11/82); 42.2% — in group with valproate and
levetiracetam (35/83) (p < 0,05). The observed retention rate at the 12 months in the trial was 53% (44/83) in the
first group (valproate and lamotrigine), 39% (32/82) in the second group (valproate and topiramate) and 50,6%
(42/83) in the third group (valproate and levetiracetam). Aggravation of seizures was observed in 4/83 (5%), 6/82
(7.47%) and 18/83 (21.6%) children from 1, 2 and 3 groups, respectively (p < 0,01). Tolerance developed in 8/83
(9.6%), in 24/82 (29.26%) and in 6/83 (7.2%) children, respectively. Drug withdrawal due to adverse reactions
(with exclusion of aggravation effect) was mostly related with lamotrigine — in 26/83 children (31.4%), less
[frequently with topiramate — in 21/82 (25.6%) and levetiracetam — in 4/83 children (4.8%) (p < 0,01). In those
children with resistant focal epilepsies, who did not aggravate, combination of valproate and levetiracetam was
better tolerated than valproate/lamotrigine and valproate/topiramate combinations.

Key words: resistant focal epilepsies, children, add-on therapy, antiepileptic drugs, AEDS, valproate, lamotrigine,
topiramate, levetiracetam
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QDI'BY «Mockosckuti
HUV neouampuu

u OemcKoti Xupypeuu»
Munsopasa Poccuu,
Mockea

LW AnA Bpayei

bonesnp Humanna — [Iuka tumna C:
MTMATHOCTUKA, TMHAMIYECKOE
HaO/MIOoEeHNE U JIeYeHIe
00/bHBIX B Poccum

I1.B. HoBukos

Anpec st nepervicku: [lerp Bacunbesud HoBuxkos, pnovikov@pedklin.ru

bonesnv Humanna — ITuka omHocumcs k epynne 1u30comHulx 60ne3Hetl
HAKONJIEHUS U XAPAKMeEPU3YemCs aymoCOMHO-PeUecCUHbIM HACTIE008AHUEM.
Lns demckux Hespon0206 0cobbLLi uHMepec npedcmasnsiem 60ne3Hb
Humanna - luka muna C no npuuure HecéotictneéeHHozo 0emckomy
803pacmy NOIUMOPPUIMA KTUHUUECKOTE CUMNIMOMAMUKY, KOMOPAS 3A6UCUM
om so3pacma maxupecmauuy 3a601e6aHUs (MblueuHAT 2UNOMOHUS,
3a0epiHKa NCUXOMOMOPHO20 PA3BUMUS, KAMANIEKCUs, OUchazus,
UHMEeNNEeKMyanvHas HedoCMAamo4HoCmy, amaxcus u 0p.). EouncmeenHvim
Mermooom namozeHemuueckozo neveHus 6onesnu Humanna — Iuka

muna C s6715emcs cyocmpampeoyuyupyow,as mepanus Muenycmamom
(npenapam 3asecka®). JJoxazamna appexmusHocmo npenapama

8 YZy4uieH Ul HeB8POI02UHECKOTi CUMNIMOMAMUKU (CHOHMAHHOe 08UMeHUe
27143 6 6epPMUKANbLHOL NI0OCKOCMU, HAPYUleHUe eIomamenvHoti yHKYul,
Hapyuierue KOOPOUHAUUU 08UNCEHUL U Op.), CMAOURU3AUUU 3A001e6AHUS
Unu 3amedneHuU e2o npozpeccuposanus. Muenycmam xapaxkmepusyemcs
6nazonpusmuoim npogunem bezonacnocmu. Ins sgpexmusHocmu
mepanesmuUecKux 6Meulamenvcms 0CHOB0NOIA2AOUee 3HAUEeHUE UMeem
PAHHAT OUAZHOCMUKA 311020 0PPHaHH020 3a0071e6AHUS.

Kntoueevie cnosa: oppanmvie sabonesarus, 6onesnv Humanna - Iuka
muna C, muenycmam
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a TIOCTIe[{HYIE TO/IbI 3HAYNUTEIIb-
HO IOBBICU/IOCH BHUMaHINeE
K penkuM (opdaHHbIM) 60T€3-
HAM, I B YaCTHOCTU K JIN30COMHBIM
3aboneBaHusM. IIpexye Bcero aTo
CBA3aHO C PAaCKpbITNEM CYyIIHOCTN

MHOI'MX JM30COMHBIX OOJe3Heill.
He MmeHee BayKHBIM CTUMYJIOM K U3y~
YEHUIO TU30COMHBIX 3ab0meBaHmi
CTaJI0O OTKPBITVI€ BO3MOXXHOCTU UX
IIATOT€HETMYECKOI'O JI€YE€HUA C II0-
MOIIbIO (bepMCHTOSaMCHlaIOH_U/IX

cpencr. K obuupHoii rpymnmne nn-
30COMHBIX 60/Ie3HEN HAKOIIEHU,
BKIIOYaloienn 45 HO30/I0rM4YeCKIX
¢dbopm, oTHOCKTCS Gone3sHp Human-
Ha - I[Tuka tuna C [1].

Onpepenexue, yacToTa
1 3THonorusa 6onesHu
HumanHa — Muka, Tun C

JInzocomuble 60/Ie3HN HAKOIICHI A
XapaKTepu3yoTCs, KaK IPaBUIIO,
panHelt Mmannudectanmeit 3ab6onesa-
HILS, TIPOTPEAMEeHTHOCTBIO TeUeH N,
TSKE/IBIM HOpakeHueM >KU3HEeH-
HO B@>KHBIX OPTaHOB U CHCTEM Op-
raHM3Ma, IPUBOAAMNM K paHHeN
MHBAMUAM3ALUN U TIpeXJAeBpe-
MEHHBIM CMEPTETbHBIM MCXOMAM,
HepeJKO HAYMHAs C HEOHATAIbHO-
ro nepuoja. bonesnp Humanna -
IIuka Tumna C 4eTKO OTTpaHMYEHA
OT APYruUX GOPM MM30COMHBIX 3260-
JIEBAHUIL, B TOM 41C/Ie OT 60Ne3Hn
Humanna - IIuka Tuna A u tuna B,
SIBJISIETCSI CAMOCTOSITEIBHBIM 3260-
JIeBaHVEeM ¥ OTHOCUTCS K KaTeropuu
penxux (oppaHHbBIX) 6oe3Helt.

YactoTa (3abomeBaeMocTb) 60/1€3HU
Hmnmanna - [Tuka tuna C cocrans-
er 1:100 000-1:120 000 >xMBBIX HO-
BOpPOXZeHHBIX [2]. PactipocTpaneH-
HOCTb GonesHy HumanHa - Ilmka
tuna C, OleHEHHas PacYETHBIM
nyrem, coctasiser 0,85 na 100 000
Hacenenusa [3]. B meitcrBuTEeIBHOC-
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TV PacHpPOCTPAHEHHOCTD, OYEBUJI-
HO, BBIIIIE, YTO MOXKET OBITH CBA3AHO
C HaJIM4yMeM He3aperncTpUpOBaH-
HBIX CJIy4aeB, HEeIPaBU/IbHOI IIOC-
TaHOBKOJ [MarHosa, He JOBeeH-
HOJ 0 KOHIIA JMAarHOCTUKON U Jp.
3aboneBaHMe HOCUT TMAHITHUYEC-
KUl XapakTep, pacIpoCTpaHEHO
[MOBCEMECTHO. BbICOKass yacToTa
6o0nesuu Humanna — ITuka tuna C1
OTMeuYeHa Cpefiyl HEKOTOPbIX reHe-
TUYECKUX U3O0/ATOB: PPaHIy3CKOI
xonmoHuu Axapusa (Hosas Hlotman-
Iusi), rpynn 6exyuHoB B V3panie,
MCHAHCKUX nocenenuit B Komopazno
n Hpro-MeKc1Ko, 4To CBsI3aHO € 3d-
(heKTOM OCHOBaTE .

Cpenu Apyrux nM30COMHBIX 60-
JIe3HeNl HAKOIUJIEHMs II0 IOKasaTe-
JII0 pacIpOCTpaHEeHHOCTH OOe3Hb
Humanna - [Inka tuna C saHuMaer
cpenHee mono)xeHye. CpaBHUTENb-
Hble JaHHBbIE II0 PacIpOCTPaHeH-
HOCTU OTHeNbHBIX (GOopM nuU30-
COMHBIX 00JIe3Heil IIpefCcTaBIeHbI
B Tabm. 1 [3].

B Poccuiickoit ®epepanun guar-
HocTuKa 6onesuy Humanna — [Tuka
tna C cTaja OCYIeCTBAATHCA
¢ 2008 r. Ha navamo 2013 r. mna-
rHocTupoBaHo 11 60/ bHDIX,
U3 HUX 2 MHOCTPAHHBIX TpaxKja-
HyHa. Cpey AMarHoCTUPOBAHHBIX
6onpubIX 10 geTeit oT 3 mo 18 et
n 1 B3pocnbiit (26 ner). Havaro
neyeHue 7 yenosek. I[Iporuosupye-
MO€ KOINYECTBO GONMbHBIX — Oosee
170 yenoBexk.

bonesup Humanna - ITuka tuna C -
Iporpeccrupylolee ayTOCOMHO-pe-
1IeCCMBHOE HacC/eJCTBEHHOE Heil-
ponmereHepaTuBHOe 3aboeBaHMe
C relaTocIlJieHoMeranauei, CBS-
3aHHOE C HapylIeHMeM pery/Alun
BHYTPUK/IETOYHON TPaHCIOPTU-
posku (anri. trafficking) nunupos
[4]. XapakTepusyeTcs Hebnarompu-
ATHBIM NIPOTHO30M B OTCYTCTBME
CBOEBPEMEHHO HA4YaTOTro aJieKBaT-
HOro crenuduIecKoro nedyeHus
(cybecTparpenyuupymomas Ttepa-
nus). dtuonorusa 3aboneBaHUI
cBsizaHa ¢ MyTauuamu B rene NPC1
(B 95% cnyuae) unmu B rene NPC2
(oxomo 5% cny4aes) — 6onesHp Hu-
maHHa - [Iuka, Tuner C1 u C2 co-
OTBETCTBEHHO [5], 4TO BefieT K Ha-
PYWIEHNI0 BHYTPUKIETOYHOIO
TPaHCIIOpTa MUINJOB U HAKOIJIe-
HUIO XOJIeCTepUHa U INIMKOC(UHTO-

Meauatpus. N° 4

Jlekuim ana spa

Ta6nuya 1. Pacnpocmpanennocmov pedxkux (0pPantvix) mu3ocommolx 60ne3Hetl

Haxonnenus [3]

Ho3sonornyeckue ¢popmbl

Iloxasaremy pacpoCTpaHEHHOCTI
(oneHounbie manHbie Ha 100 THIC.
HaCEeIeHIA)

Myxkomnonycaxapuznosbl, Tui I 1,3
Myxononucaxapugosbl, Tui 11 0,6
Myxononucaxapuiossl, Ty 111 1,1
Myxononucaxapuzossl, Tun IV 0,4
Myxkonomicaxapuospl, Tun VI 0,16

Myxononucaxapupmossl, Tun VII

< 40 ory6/MIMKOBaHHbIX C/Ty4aeB

bonesup Humanna — Iluka, T A 0,25
Bonesup Humanna — ITuka, Tun B 0,4

bonesnp HumanHa — [Tuka, Tvm C 0,85
Bonesup ®abpu 1,75
Bonesup Tomre, Tum I 0,94
bonesun lomte, Tum I1 0,01
Bonesup Tomre, Ty 111 0,05
Bonesus ITomrie (rmmkorenos II tuma) 1,1

NMUINZOB B TOIOBHOM MO3Te U ApY-
I'UMX TKaHAX (Tabm. 2).

O6a tuma 6ome3HN HaCIEAYIOTCH
ayrocoMHo-peneccuBHo. I'en NPC1
KapTUPOBAaH Ha J/JIMHHOM IlJIe4ye
xpomocoMmbl 18, B nokyce ql1-ql12 -
18q11-q12. Ten 60mesun Humamna —
ITnxa NPC2 nmokanmnsoBaH Ha Xpo-
MocoMe 14, B 06/1acTul ee IIMHHOTO
nreva — q24.3 - 14q24.3 [5].

MaToreHes

bonesnp Humanna — IIuka tuma C
pasBUBAeTCA B pe3y/nbTaTe HaCefl-
CTBEHHOl HEJJOCTaTOYHOCTI BHYT-
PUKIETOYHOW (1M30COMaIbHOIN)
TPAHCIOPTUPOBKM NTUINULOB (XO-
JecTepuHa) ¥ UX dTepupuUKanUu
(HapyuIeHMe >XMPOBOro oOMeHa),
4TO MPUBOANUT K HAKOIUIEHUIO CBO-
6opgHOro HeaTepuUIUPOBAHHOTO
XOJIeCTepMHA B KJIETKaX pasINIHbIX
TKaHejl, BTOPUYHOMY HaKOIUIEHNIO
couHroMmennHa U TIIUKOCHUH-
romunujos (cHUHTrOMMETNHOBBII

JIUTN03) B OCHOBHOM B TOJIOBHOM
Mosre ¢ T1y6okumMy GpyHKINOHAIb-
HBIMU M CTPYKTYPHBIMM U3MEHe-
HUAMU HEMPOHOB, a Takxe Gm2-
n Gm3-raurnosunos [6]. IIpu sTom
3a00/IeBaHUM TOYTU IMOCTOSAHHO
BOBJICYEHBI [[pyTUe OpraHbl (B 4acT-
HOCTMU IIe4YeHb U Ce/Ie3€HKa).

IOIna 6onesun Humanna - Iluxka
tuna C cBOJICTBEHEH HOPMaJbHBbIit
ypPOBEHb NTU30COMHOTrO (epMeHTa
CcUHTOMUeNTNHA3DL

Knunnyeckas KapThHa
N ANarHoCTuKa

Haub6osnee gacro (8 70% Bcex ciy-
waeB) 3a00/1eBaHMe MaHUECTIPYET
B BO3pacTe OT TPeX 40 BOCHMH JIeT.
Pexxe me6rOT MaTOTOTUYU MOXKET Ha-
6nrogatbes Mexay 10 u 15 rogamu
kusuu. Hapspy ¢ aTum ommcaHst
eAVMHIYHbIe C/Ty4ay Hadasia 60/1e3HN
B HEOHATA/IbHOM IIEPUOJIE C XKENTY-
XOJ1 M CIJIEHOMETa/Ifell U y B3pOcC-
nbIx (55 u 6onee net) nuu. Kak mpa-

Tabnuya 2. Monexynapuas zenemuxa 6onesuu Humanua - Iuxa, mun C

Ien JIokyc Yacrora myTanmii Pa3smep Genxa
90-95% cnyyaes 1278 aMUHOKMCIIOT
NPC1 18ql1-q12 | g BapUaHTOB (TpaHCMeMOpaHHEIN 6€/10K)
0,
NPC2 14q24.3 4% cny4aes 132 AMUHOKICTIOTEI
> 5 BapuMaHTOB (pacTBOPUMBIIT 6€/10K)
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BIJIO, IO MaHMdecTarum OCHOBHBIX
KIMHUYeCKNX CUMIITOMOB 3abore-
BaHIA ICUXOMOTOPHOE pa3BUTIE
6O/IbHBIX OCTAETCSI HOPMA/IbHBIM.
PaHHMMM TUIMYHBIMU IIPU3HA-
kamu 6one3uum Humanua - Ilmxa
tuna C y fieTeil JOMKONIbHOTO BO3-
pacra ABIATCA HapyLIEHUs KO-
OpAMHALVM ABVOKEHUI, aTaKCus,
TpeMop, Au3apTpusi, XOpeoaTeTos.
Ieb6roT 3a607M€eBaHMs B IIKOAbHOM
BO3pacTe M y B3POC/IBIX OOBIYHO
NpPOABIAETCA PacCTPONCTBAMU
IIO3HABATEIbHOI JesATeTbHOCTHU
¢ bopMmpoBaHMeM B [JanbHENIIEM
YMCTBEHHOIT oTcTanoctu. CHMXKe-
HIe VHTEJIEKTa XapaKTepPHO JJIs
BCeX cay4yaeB 0ONE3HM, HO CTENeHb
ee BBIPAXEHHOCTU MOXET OBITH
pasnuuHoN. I[JaTOTHOMOHMYHBIM
CUMIITOMOM O0OJIe3HU SIBISAETCS
Iapaany B3opa Ipu B3IJIsAfIe BBEPX
u BHM3. JJOBO/IBHO YacTo (mpumep-
HO y OJJHOIT TpeTN 6O/IbHBIX) Pa3BU-
BAIOTCA CYJOPOXXHBIE ITAPOKCU3MEL,
Hocsve GOKaTbHBIN UK TeHepa-
JIN30BaHHBIN XapakTep. Cygoporn
OOBIYHO PE3UCTEHTHBI K MIPOTUBO-
CYylOPOXKHON Tepanuu. XapakTep-
HbIM npusHakoMm tumnos Cl n C2
CYNTAETCS rernaToCiieHOMeranis,
KOTOpas MOXXeT HPOABAATHCA KaK
B Havajle 3ab0jIeBaHMsI, TaK U [IOCTTe
Pa3BUTHUs HEBPOJIOTMYECKOI CUMII-
ToMaTuku. YacTora KIMHUYECKUX
MPOsIBIEHMIT 3a060/IeBaHM S OTPasKe-
Ha B Ta61. 3 [7].

bosnesHb HEYKJIOHHO NPOTpeccupy-
eT, 3aKaH4MBasICh JIETAIbHBIM YICXO-

Tabnuua 3. Yacmoma KnuHuueckux nposeneHuti 60ne3Hu
Humanna - IMuxa, mun C [7]

OMDb a OTa 0

Hapymennsa cnyxa 15
[IcuxmaTpudeckue CMMITOMBI 28
Hapymenns cua 42
dnuencus 52
Hapymennsa fgpixanns 52
Karannekcus 52
Husaprpus 70
Iucdarnsa 80
BeprukanbHasa opTanbMoNIerna 81
Arakcus 83
OtcraBaHue npy 0OydIeHNN 87
HeyxmoxecTp 87
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IOM, KaK IIpaBMJIO, Ha 5-15-M rogax
JKU3HU. BapuaHTsI ¢ 6071ee O3THNM
neboToM 3aboneBaHnA (B IIKOIb-
Hble TOABl ¥ Y B3POC/IbIX) OT/IMYA-
I0TCs1 CYLIeCTBEHHO 6oJee MefieH-
HBIM IIPOTPE/IUEHTHBIM TeUeHIEM
(8,9, 10].

Tunsr Cl1 u C2 cXOmHbBI 110 CBOUM
KIVMHUYIECKVM TIPOSIBIICHM M.
Beigensior crefyone KINHNYEC-
ke popmsl 3a6omeBannus [11, 12].
Heonamanvnas gopma manndectn-
pyeT B0 TPeXMeCAYHOTO BO3PACTa;
HepelKo AebTUpyeT BHYTPUYT-
po6HoIT BoAsiHKOI ofa. B mepuo-
Jie HOBOPOXKJAE€HHOCTY OCHOBHBIMU
IPU3HAKAMI MOTYT OBITD 3aTsDKHAS
XKeJTyXa, TelaToCIIeHoOMeranms,
aCIIUT, MBIILIEYHAs TUIOTOHMSL.
Pannss mnadenueckas gpopma mpo-
SIB/ISIETCS B BO3PACTe OT 3 MecCsIeB
JKU3HU JO 2 JIeT; XapaKTepu3yercs
remaToCIieHOMeTanneit, 3ajgepx-
KOJl IICMXOMOTOPHOTO pa3BUTH,
MBIIIEYHOV TMIIOTOHMEN, IPOTpec-
CUPYIOIMMU MO3>KE€YKOBBIMU Pac-
CTpoVicTBaMM (aTakcys).

ITo30Hss unganmunvnas dopma
maHngecrupyer B 2-6 ner. OCHOB-
Hble KJINHUYECKIE IPOSIBICHNUS —
[IPOrpeccUpyoIasi aTakCus, Au3-
apTpus, HapylIeHMe IMOBefleHNus,
reraToCIIEeHOMeTan s, UHTe/IeK-
TyaJ/IbHasl HEJLOCTATOYHOCTD, Bep-
TUKaJbHBII Iape3 B30pa, SIMJIeI-
CMSI, CHACTUIHOCTD, KaTaIlIEKCHS,
pucearus, guctonusa. PaTaabHbI
UCXOJ — B BOo3pacTe 7-12 neT.
FOnoweckas (wsenunvnas) gopma
MaHngectupyer oT 6 o 15 ner; xa-
PaKTepu3yeTcs 3aJePIKKOII IICUXOpe-
4eBOTO PasBUTHA, HAPYLIEHNEM IO-
BeJleHIIsI, MOKEUKOBBIMIU (aTaKCA,
MHTEHIVIOHHBII TPEMOP, AU3APTPI,
M3MeHEeHIe TOXOKI) ¥ 9KCTpaIpa-
MUJHBIMA (MBIIIEYHAsA TUIIOTOHMA,
pasnIMYHbIE BUMBI MIIEPKUHE30B)
paccTpoiicTBaMu, pasTuIHBIMI THU-
[IaMU 3MIIENITHYECKUX IPUCTYIIOB,
MHOrJa nonuHeiiponarueit. Crenn-
bUYECKMM CUMITOMOM SABIAETCA
BepPTHKa/IbHBII OPTaNTbMOIIapes.
Bspocnas gopma — Hadamno 3abore-
BaHUA B BO3pacTe crapuie 15 jer,
[IPOSIBIIAETCS aTaKCUeil, RUCTO-
HUel, ICUXMATPUIECKMMY CUMII-
TOMaMM, TellaToCIIeHOMeTajInelt,
TleMeHIIeT.

JInst 3abomeBaHMsT XapakTepeH
IMIVPOKUIT CIEKTP KIMHUIECKUX

npoasneHnit. CpefHMIT BO3pacT
[TOCTAHOBKM [VMATHO3a COCTABIIsET
10,4 roga, oxxujgaeMas IpOFOIIKI-
TeJIbHOCTD XXM3HMU — 16,2 rofa, mpo-
TOJKUTENbHOCTD KM3HU — 38 JIeT.
TepanmeBTUYeCcKMe MePCIEKTNBBI
MOBBIIIAIOT BaXXHOCTb CBOEBPEMEH-
HOJI AyarHoctuky 6onesunu Human-
Ha - [Iuka tuna C, B OCHOBe KOTO-
POIi HOJ>KHA JIeXXaTh KIMHUYeCKas
HACTOPO)XXEHHOCTb HEBPOJIOTOB, IIe-
[AVATPOB, IICUXNATPOB, TEPATIEBTOB,
TeHEeTHKOB M JPYTUX CIIEINaNTNCTOB,
B Ube I10JIe 3pEeHNs MOT'YT HOIAaTh
607bHBIE C pacCMaTpUBaeMbIM 3260-
nesanueM [13].

I [UarHOCTMKM MCIONb3YIOTCA
6moxumMmnyeckKye MeTonbl (HaKOII-
neHre HedTepuPUIMPOBAHHOTO
XojlecTepuHa B nusocomax, Gumnm-
MIMH-OKpallMBaHWe JIJIsI BbIsSBIEHM
HaKOIIJIEHNU S JIMIIUJIOB), TUCTOIOT -
4ecKye MeTOABI (IIEeHMCThIe KIeTKN
B 610OITaTaX KOCTHOTO MO3Tra 1 ce-
JIe3eHKM, JTa3ypHble I'MCTUOLMUTHI
B 6mornrarax KOCTHOTO MO3ra, I0-
nuMOpdHBbIe Tenblia B IUTOIIa3Me
KJIETOK KO, IIeYeHY MM MO3Ta).
Tenetuuyeckue wmetonpsl (JTHK-
AVATHOCTUKA) MPUMEHSIOTCSA IS
MO TBEP)KIEHM S TMATHO34, IPeHa-
Ta/IbHO IMAarHOCTYKM, BbIABIIEHN
TOMO3UTOT B CEMbSIX NMPOOAHMIOB.
st BolABIeHMS aTpOPUUIECKUX
M3MEHEHNUII MO3IOBBIX CTPYKTYP
UCIONb3YIOTCA MarHUTHO-Pe30-
HaHcHas Tomorpadus (MPT), kom-
nploTepHas ToMorpadus, mpo-
TOHHAsi MAarHUTHO-PE3OHAaHCHAs
CHEKTPOCKOMMSI.

Vicnonb3yoTcsa Tak)Ke HaHHBIE fla-
60paTOpHBIX, PYHKLIMOHATBHBIX
n matoMopdonorudecKnx mccie-
poBaHuit. MPT romoBHOro mosra
AUATHOCTUPYET CUMMETPUYHYIO
aTpoduI0 KOpBI, MO3XKe4YKa U TU-
MOTJIa3MI0 MO3OJNUCTOrO Tesa.
B 6uomnTaTax mevyeHu, Cele3eHKI,
MUMPaTNIeCKNX y3/10B, KOCTHOTO
MO3ra, MUHJIQ/INH, [TOY€eK, JIETKUX
U TTIafIKOV MYCKY/IaTyphl BbIABIIA-
0T «IEHUCTbIe» KIETKU C U/
HpiMyu MM K-nmomoxnutenpbHbIMU
BK/IIOUYeHMsIMU. CBeTOBasi MUKPO-
CKOIIMA KOHCTaTupyeT Hamboiee
I7TyOOKVe IOBPEXKeHNMsI HelIPOHOB
671egHOrO mapa, XBOCTaTOrO sAfgpa
U 4YepelHBbIX HEPBOB C HaKoIlJe-
Huem B Hux [IVMK-mosutuBHBIX
AUNNUIOB. B KiIeTKax rmnu Takke
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(UKCUPYIOT OTIOXKEHNUA )KUPOB, XO-
necrepmHa u munujos. ITpu amekT-
POHHOJ MUKPOCKOIIMM B HEIPOHAX
OIpefieNIATCA KOHILEHTPUYeCKe
IJTAaCTMHYATbIE Te/Ia, aHAJIOTMYHbIE
II0 CBOEN CTPYKType BK/IIOYEHNAM
npy Gm2-raHIIMosng03ax.

InddepeHunanbHaa auarHocTuKa,
neveHue 1 npopunaKTMKa

bonesup HumanHa — I[Tuka tnma C
cnenyet fuddepeHIpoBaTh OT Apy-
rux 6onesHeit HakomneHus: Gml-
n GM2-raHIIM03MI030B, MYKOIIOMN-
caxapuno30B u 6oresHu lomre.
OueBupgHo, 4to npu 6onesunu Hu-
MaHHa — [Tuka Tuna C HaubombLImit
3¢ dexT nMeno 651 ITUOTPOIHOE JIe-
yeHue (reHOTepamnus), OHAKO OHO
[IOKa He pa3paboTaHo.

[laToreHeTnyeckas Tepanua

B cBs3u ¢ Ma0il M3y4YE€HHOCTDIO I1a-
TOreHe3a 3a60/eBaHM s IATOTEHETH -
YecKue MEeTOHBI Tepanuy 6oe3Hn
Humanna - Iluka tuna C Havanm
paspabaTsiBaTbCs CPAaBHUTEIBHO
HeflaBHO. [l ycmexa TepaneBTu-
YeCKMX BMEUIATe/IbCTB Ype3BbIYaii-
HO Ba’KHOE 3Ha4YeHIle IMeeT 3HaHIe
MEXaHM3MOB IIOpPa>XeHNs HepB-
HOW CUCTEMBI, B YaCTHOCTU OI[€H-
Ka KONMYECTBA >KM3HECIIOCOOHBIX
HEPOHOB LIEHTPaIbHON HEPBHOI
cucremsl (ITHC). MimeHHO Ha 3TOM
OCHOBaHa TapreTHas Tepamus, Ipu-
MEeHSIOIAsACA IpY JIeYeHNN Hac/lefi-
CTBEHHBIX HeWpoJereHepaTUBHBIX
3a60JIeBAHUIL, OHUM U3 IIPencTa-
BUTEIEN KOTOPBIX sABIsieTcsa 60-
nesub Humanna - [Inka tumna C.

B kIMHUYECKMX MCCAETOBAHUAX
nsyvanacb 3p¢PeKTUBHOCTD UC-
IIONIb30BAHNUS TUIOXOECTEepIUHe-
MUYECKUX CPeACTB (CHMKAIOINX
BHYTPUK/IETOYHBIN YPOBEHb XOJIec-
TepyHa) WIM OrPaHMUYEHNUs IpueMa
xonecrepuHa. HecMoTps Ha TO 4TO
TaKasd Tepamnus BbI3BIBAjJa CHIUKe-
HIIe COTlepXKaHM A XO/IeCTepIHA B Iie-
YeHM U IIa3Me, YIy4YlIeHUs HeBPO-
JIOTMYEeCKUX IPOSBIEHNIT OTMEYEHO
He 6b1710 (14, 15]. IlpepnpuHNManmch
MIONBITKY TPAHCIUIAHTALUM KOCT-
HOTO MOS3Ta WJIM IeYeHM, YTO I03-
BOJISIJIO YACTVMYHO HOPMajM30BaTh
HaKOIUJIEHJe XOJ/lecTeprHa 1 CHUH-
romuennaa B TKaHax. OQHAKO oTu
MEeTOIBI OKa3a/MuCh HedPPEeKTHBHBI
B JIEY€HMY HEBPOTOTMYECKIX CMII-

Meauarpus. N° 4

TOMOB y IAIlMEHTOB C MyTalMAMU
B rede NPCl [16].

[Tockonbky 60me3up HumanHa -
[Tuka tuma C, KaK IpaBUjIo, gua-
THOCTUPYETCS MO34HO, Y GONTBHBIX
y>Ke IMOBPeXXJeHa MM Nornbia 3Ha-
yuTe/NbHaA yacThb HeitpoHoB IJTHC.
B sTom ciyvae 1enp Tepanun — co-
XPaHUTD >KM3HECIOCOOHBIE HENPO-
HBI, CTAOMIN3NPOBATH 3ab0meBaHIe
U CHUSUTb CKOPOCTDb IIPOrPeccupo-
BaHM IaTOTOTMYECKOro Ipoliecca.
TsKecTb MOBPEXAEHNS HEPBHOM
CUCTeMBI y OONBHBIX pa3nnyHa,
[I09TOMY BBIOOp Tepammu JOIKeH
OBITb MHIVIBYUJyaTbHBIM [17].
Tpynnocrtu B neyenuu 6onesnn Hu-
MaHHa - [Tnka Tuna C coxpaHsaoTrca
Io cux mop. B mepByio odepennb 3TO
06yCIIOB/IEHO MaJIOil M3y 4€HHOCTDIO
IIaTOreHeTUYeCKUX MeXaHU3MOB
3ab0/eBaHA, TIO3THEN JUATHOCTHU-
KOJI ¥ MaJIOYMC/IEHHOCTBIO HAyYHBIX
M3BICKAHUIT B 9TOM HAaIpaBIeHUIL.
[TonoxeHue cTaso MEHATHCA HMOCIIE
CO3JaHMA JIEKAPCTBEHHOT'O CPeJCT-
Ba HOBOTO ITOKOJICHMsI — MUTTTYCTaTa
(mpemapat 3aBecka®) u pa3paboTKu
HOBOTO HaIlPaB/IEHN I B JIEI€HNI T~
30COMHBIX O0JIe3Hell — cyOcTpaTpe-
AyLUpYIOLIel Tepamnin.
YcraHOBIEHNE MOJTEKYIApPHO-Te-
HeTUYeCKOl MpUpoxsl 60Me3HU
HumanHna - IInka tuma C, xapak-
Tepa OMOXMMIYECKIX PACCTPOIICTB,
MAEHTU(NKALMS MYTaHTHBIX T€HOB
U X XpPOMOCOMHOII JIOKanu3anuu
Iany BO3MOXXHOCTb paspaboTaThb
HOBBIE MTOJAXOABI K JIEYEHNIO 3TOTO
JTM30COMHOTO 3ab0JIeBaHVA, CBA-
3aHHBIE C MICIIONIb30BaHMEM CPEJiCTB,
npefynpexganinx odpasopaHue
JCXO[HBIX IPOAYKTOB (BelecTs),
KOTOpBIEe ABNAIOTCA IpeNlIecTBeH-
HUKaMJ HaKaIlIMBaeMBIX CyOcTpa-
toB. IIpn 60mnesuu Humanna — [Tuka
tuna C yEaaoch yMeHbUIUTH 00pa-
30BaHNe [TIMKOCHUHTOMUINIOB KaK
MICXOJIHBIX IIPOJyKTOB HAKOIICHN
3a cyeT NnojasjeHusA pepMeHTa IIN-
KO3M/ILlepaMICUHTA3bl (IepPBOTO
dbepmeHTa cuHTe3a OOMBIINHCTBA
[IMKOMUITNEOB) C IIOMOIIBIO CIIEI[-
(U4ecKoro IeKapCcTBEHHOIO IIpela-
para — murnycrara. COOTBETCTBEH-
HO, CHJDKEHMEe CUHTe3a MCXOLHBIX
OMOXMMUIECKUX TIPOJYKTOB 0O6Me-
Ha (IIMKOCOUHTONMIN/OB) IPUBO-
INT K YMEHBIIEHUIO VX HAKOIUICH S
B OpraHaX JM TKaHAX OpraHM3Ma.

M
Jlekuuw ang Bpa@éé(‘

[Tow 6one3Hin HumarHa — Muka Tuna C
YAAN0Cb YMeHbLIATL 00pa3oBaHme
[MKOCOUHTOMMMIAZOB KaK UCXOZHbIX
NPO/YKTOB HAKOM/IEHNA 3 CUeT NoJaBfeHna
(epMeHTa rnKo3nLepaminaCAHTa3bl
(NepBOro GepMeHTa CiHTe3a O0MbLLINHCTBA
[MKOMMUA0B) C MOMOLLIbIO CTIELIAPUYECKOro
fIeKaPCTBEHHOTO NpenapaTta — MIAMycTara.

Cy6cTpaTpeyLiMpyIOLIYIO TEPAIINIO
MOYXHO Ha3BaTb HOBBIM HallpaBile-
HUEM [IaTOTeHeTNYeCKOTO JIeIeH N,
IIOCKO/IbKY OHa HalIpaB/IeHa Ha IIpe-
pBIBaHIE HAYaTbHOTO MATOTEHETH-
YeCKOro 3BeHa 3a00/IeBaHuA.
MurnycraT (MeXAyHapogHOe Hela-
TeHTOBaHHOe HasBaHue (MHH) -
MUTLTYCTAT; TOPrOBOe Ha3BaHUE —
3aBecka) paspaboTaH U BHeJpeH
IsI TedeHnsi GOMBHBIX C 6OIE3HBIO
Humanna - Iluka tuna C ¢pupmoit
“Actelion” (IIBeituapus). Ilo xu-
MUYECKOI CTPYKTyPe MUTITYCTAT —
N-6yTUAZeOKCUMHOLKNPUMULIMH
(NB-DNJ) 1 OTHOCUTCS K MMUHO-
caxapaM. BaxHelmnum cBOMCTBOM
MUIIYCTaTa, KOTOPBII SIBJIsSETCS
MHTUOUTOPOM CHHTe3a ITIMKO30-
COVMHTONUNNTOB, SIBISETCS €ro
CIIOCOOHOCTD IIPOHUKATD Yepes re-
marosHuedannyeckuit 6apoep [18].
MurycTar, HapsAAy ¢ MHIUOMpPOBa-
HIUEM TIMKO3UIIepaMUICUHTA3HI,
HayvaJabHOTO (epMeHTa 06pasoBa-
HUs ITUKOCOUHTOMUIINTOB, TAKXKe
MHTUOUPYET CYKPO3y-130MaIbTa3y
U pyT¥e [UCAaXapUAa3bl B TOHKOM
KUIIEYHNKE, YTO JIEKUT B OCHOBE
10604HbIX 3¢ PexToB Murmycrara
CO CTOPOHBI XKeNTYJOYHO-KAIIEYHOTO
tpakTa. [lof BIMsAHMEM MUITyCTa-
Ta HPeAYIpPeKAAeTCsI HAKOIIEHEe
TOKCUYECKUX MeTA00/MnTOB (raHr-
mosupos GM2 u GM3, makTo3ui-
IepamMuga U IIUKO3UILepaMuzia)
I UX HeIPOTOKCUYECKOE JIe/ICTBHE.
OpHako MUITTYCTAaT He MHIUOUpPYyeT
CUHTEe3 CHUHTOMMENMHA U TATTAKTO-
3unnepamMuia (OCHOBHOTO KOMIIO-
HEHTa MMeJIIHa), KaK U He BHI3bIBAET
aKKyMy/ranuu nepamuza [11].
ITpemapat 3aBecka® (Murycrar) 6bI1
omo6pen YipasieHMeM 10 KOHTPO-
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JII0 Ka4ecTBa MNIIEBBIX MPOAYKTOB
U TeKapCTBeHHbIX NpenapaTos CIITA
(Food and Drug Administration —
FDA) xak mepBoe MefiMKaMeHTO3-
HOe JIeKapCTBEHHOE CPeNCTBO A
nedenus 6omesuu Humanna — [uka
tuna C, 3aTeM Impemapar ObLI 3a-
peructpuposaH B EBpone (sHBapb
2009 r.). [l ipuMeHeHus Ha Teppu-
topun Poccuiickoit @epeparun mpe-
mapaT 3aBecKa® 3aperucTpupoBaH
B HOs16pe 2009 1. (permcrpannuoH-
Hb1I1 HOMep: JICP-008892/09). IIpe-
[apaT BbINYCKaeTCs B popMe KaICy
(B 1 xamcyne 100 mr) i mpuema
BHYTPb.

B CIIIA B 2008 1. Muraycrary Obi1
IPICBOEH CTaTyC pefkoro (opdaH-
HOT0) IeKapCTBEHHOTO CPEfCTBA.
Ha cerogusmuuii geup 3aBecka® —
TIEpPBBI ¥ €AVIHCTBEHHBIV NIpeIapar,
3aperucTpUMpOBaHHbII [/ JTeueHNs
6omesun Humanna - Iluka tumna C.
Y4uuTpiBasg MeXaHM3MBbl [ECTBUA
MUITYyCTaTa, OH IPUMEHAETCS TaKXKe
npu 6onesHu Tome B kauecTBe Cy0-
CTpaTpefyunpylolel Tepannn.

B cBA3M c mosABieHMeM JeKapcT-
BEHHOTO CpeJiCTBa J/s IaTOTeHe-

Tabnuuya 4. Pexomendosannas npu 6onesHu
Humanna - ITuxa, mun C 003a npenapama 3asecka®
6 3a6UCUMOCINU O NIOULAOU NOBEPXHOCINU Mea

IToBepxHOCTH Tena, M> PexoMeHmoBaHHasA T03a

1,25 200 Mr X 3 pasa B [ieHb
0,88-1,25 200 Mr X 2 pasa B ieHb
0,73-0,88 100 Mr X 3 pasa B JieHb
0,47-0,73 100 mr X 2 pasa B JieHb
<0,47 100 mr x 1 pas B ieHb

Tabnuua 5. IIpodpunv 6e3onacnocmu npenapama

Basecka® [21]

Iuapes 14 (20,9%)
CHIDKeHe MacChl Tena 8 (11,9%)
HeitpOKOTHUTHBHBIE HAPYIIEHIS 6 (9,0%)
(yxynuenne)

HelipoKOrHUTHBHbIE HapylieHus (HOBbIE) 3 (4,5%)
Tpemop (HOBBIE) 5(7,5%)
Tpemop (yxyaiueHue) 3 (4,5%)
Heriponatyum (HOBbIE) 2 (3,0%)
HexxenaTenbHble AB/IeHNA/[pyTye 23 (34,3%)
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TUYeCKOro nedenus 6omesnu Hu-
maHHa — IIuka tuna C BO3HMKIU
IBe OCTpble mpobOIeMsbl: 1) He0b-
XOOVIMOCTb paHHe! AMArHOCTUKMU
3aboneBaHus, 2) Ha3HA4YeHUE JIe-
4YeHUs B Haubosee paHHUE CPOKM.
IToka, K coxaneHNIo, pa3paboTaH-
HBIJI IIpenapar pPeKOMEHIOBAH A
HOpUMeHEHNUs Y feTeil ¢ 60m1e3HbIo
HumanHa - IIuka tTuna C HaunHas
C 4eThIpeXJIETHETO BO3pacTa. fIcHo,
YTO TIONOXWUTEIbHOE pelleHue
O IIPMMEHEHUN MUITYCTaTa y HeTei
PaHHero Bo3pacTa He TOIbKO BOII-
POC BpeMeHU, HO ¥ paHHEN IMarHoc-
TUKM 3200/IEBaHN, A TAKXKe Habopa
Heo0XO/ MO KOTOPThI 6ONIbHBIX
U NPOBEJEeHNUs COOTBETCTBYIOINX
KJIMHUYECKUX VICIIBITAHWIA.
IToxasaHuAMM K IPMMEHEHUIO TIpe-
napara 3aBecka’ sBJISIIOTCS:
= JIedeHue HpPOrpeccUpyOIINX
HEBPOJIOTYECKMX  CHMIITOMOB
y B3POC/IBIX U HeTell ¢ 60/e3HbI0
Humanna - Iluka tnma C, 4to
MOXeT 3aMeJ|/IATb IIPOrpeccupo-
BaHNe 3a00/eBaHN;
= [epopanbHas Tepamus 0oe3HU
lome I Tumna jerkoro u cpegHe-
TSDKEJIOTO TeYeHMsA, B TOM UUCIIe
IpY HENepeHOCUMOCTI WM/IU He-
BO3MOXKHOCT) IIpUMEHEHUs 3a-
MECTUTENbHOI (epMeHTHOI Te-
panum y B3pocibix [19].
ITpu 6omesun Humanna - Iluka
tnna C pekoMeHiyeMas Jo3a Ipe-
maparta 3aBecKa® I B3POCHBIX
n perei crapue 12 mer cocTas-
nsaer 200 mr 3 pasa B [ieHb, BeTAM
oT 4 go 11 ;met mo3a HasHadaeTcCs
UCXOA A U3 IJIOUIANY TTOBEPXHOCTY
Tena (CM. MHCTPYKIIUIO K IIperapary,
Tabm. 4).
AddexTuBHOCTD M 6€30MACHOCTD
murmycrara (3aBecka®) OB ITPO-
TeMOHCTPMPOBAHBI B psAJie UCCIe-
noBaHuit. OIleHKa pe3ynbTaTOB
MHOTOLIEHTPOBBIX MCC/Ie/JOBAHMII
C ydJacTueM 66 manueHToB ¢ 6ores-
Hpio Humanna - Iluka tuna C no-
Kasana, YTO y 6OIbIINHCTBA 6O/b-
HBIX IIOCJIe JIeYeHUsI MUITTYCTaTOM
HAOII0faNMNCh CTAaOMIN3anusa UIn
yny4imeHue cocrogHus [19]. Ilpn
3TOM CKOPOCTb CHIDKEHUSA CyM-
MapHOTo MHJeKca mo Mopuduiu-
POBAaHHOJ ILIKaje MHBANUJM3A-
UMM 3HAYUTENTbHO YMEHBUINTIACD,
n'y 75% 60nbHBIX 9 dexT oT mpo-
BOJIMIMOIJI Tepanuy ObII OLjeHeH KaK

«XOpomnii». BaXKHO NMOXYEPKHYTh,
410 y 60nbHBIX ¢ OonesHblo Hu-
MaHHa - [luka tuna C repanus
MUT/IYCTaTOM OKa3bIBaeT ITOJI0X M-
TeJIbHOE BIMsIHUE Ha HEBPOJIOIU-
yeckme HapymeHua. Kpome Toro,
IIpM UCIONb30BAHUN IIpemapara
3aBecka® oTMe4aeTCs 3aMefiJIeHle
HIpOTpeccupoBaHys 3a00MeBaHMA.
B uccnegosanuum M.C. Patterson
” COoaBT. Ha QOHe Tepanuy Inpera-
paroM 3aBecka® y OONBIINHCTBA TIa-
I[MIEHTOB BC€X BO3PACTHBIX I'PYIII
coctosiHMe nubO yMydIIaaocs,
nubo CcTabuaIM3MpoBaaOCh Kak
MUHUMYM 110 3 13 4 IapaMeTpoB
(aTakcms, [UCTOHUS, AU3APTPUS,
nucdarns) [20].

ITpenapat xapakTepusyercs 6maro-
HOPUATHBIM npo¢uieM 6e30IacHOC-
TH Y XOPOIIIel IIePEeHOCUMOCTBIO KaK
y HeTeli, TaK U y B3pOC/IbIX (Tabm. 5)
[21]. Kak mokasaHO B uccaegoBa-
Hun M. Pineda u coaBT., B KOTOpOM
cpefgHee BpeMsA UCIONb30BAaHUA
npenapara 3aBecka® y 67 OOIbHBIX
cocTaBuiIO 533 mHA, Y 45% 6OMbHBIX
OTMe4YeHa MYHUMYM OJHa HeKesla-
Te/bHas peakuus [21].
CymecTByIOT ZaHHBIe 110 9ddek-
TUBHOCTM JIEYEHUS MUITYCTATOM
y MaIlMeHTOB B BO3pacTe OT 7 Me-
csnes jo 44 neT (cpegHMit Bo3pact
14,68 + 10,84 roma) mpu 60me3HN
Humanna - Iluka tuma Cl u C2
[14]. Ha ¢one Tepamum mpenapa-
ToM 3aBecka® y MaIMeHTOB C MY-
tanuamu B reie NPC1 ormedeHo
yaydireHne (GyHKIMYM TIOTAHKS
(Bojbl, mIope, MmacThl, OMCKBUTA)
(Mo maHHBIM BUEOMOHUTOPUPO-
BaHMUS C UCIOJIb30BaHUEM BI/J€O-
¢dnroopockonnu (videofluoroscopic
swallowing study, VESS) - y 85%
60/IbHBIX; cTabunmnsanusa — y 81%;
yIydlIeHre 0 ITapaMeTpy «UCTO-
Hus» -y 80%, «gucmeTpus» —y 74%,
«IU3apTpUA» — y 63%; Bo3pacTaHme
DQ ¢ 45 1o 65 epn. (uepes 24 mecs-
Ija JIeYeHM ST MUITycTaToM). Yepes
36 MecsAlLleB /1e4eHMSA MUTTYCTAaTOM
yAydlIeHVe COCTOSIHUS WU CTabu-
U3 CUMIITOMOB HAaOTIONAIICD
y 22 MallMeHTOB C MyTal UMY B TeHe
NPC2. Tak, ynyulienue mo mapa-
MEeTPY «CIHOHTaHHbIE IBVKEHUS
I71a3 B BEPTUKAJIBbHON IJIOCKOCT»
OTMEYEHO y 7 IallMeHTOB Ha QoHe
Tepanun 3aBecKol u y 1 manuenra,
He MOTy4aBIIero MUITYCTaT; OTCYT-
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Hosbit Be6-caut «MHaekc BepoaTHocTn HIM-C»
ANA YNYYLWEeHUA ANArHOCTUKK 6onesHu
HumaHHa-Muka tun C

Bt =

NHpexc BeposiTHOCTM HumaHHa-Muka Tun C

BonesHb HumaHHa-Muka Tmn C (HMN-C) — HacneacTtBeHHan 601e3Hb HAKONNEHUA NMNUA0B.
3aboneBaHne xapaKTepmsyeTca pas/IMniyHbIM BO3PAaCTOM MaHUbeCTauMmn U LWMPOKUM
CMEKTPOM KNMHUYECKMX NPOABAEHUI, BKAOYAA BEPTUKA/IbHbIN Napasnny B30pa, aTakCuio,
renaTocnaeHoOMEeranamio, NCMxXmMaTpruyecKkmne NpoABAEHUA.

HoBbIn MHCTpymeHT «MHaeKc BeposaTHOCTM HIM-C» pa3paboTaH C Lenbio NOMOYb Bpadam,
Mano 3HakombIm ¢ npobnemoint HIM-C, BbIABNATb NALUMEHTOB, HYXKAAOLWMXCA B ANATHOCTUKE
AaHHOro 3aboneBaHus.
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Lin Ana Bpauei

CTBIJE U3MEHEHU 3apeTUCTPUPOBa-
HOy 8 My 1 60/IbHOrO; yX Y/ LIeHNe —
Yy 21 3 COOTBETCTBEHHO. YTy4YllleHNE
CO CTOPOHBI I/1a30/BUTATENbHOIL
cdepbl OTMEUEHO 1 B MCCIIEIOBAHUN
M. Pineda u coaBrt.: mocne 12 me-
CAIleB MCIIONTb30BaHMA IIpernapara
3aBecka® MOKa3aHO yIy4llIeHNe UIn
cTabunmsanus MPOSIBICHUs CUM-
IITOMAa «CIIOHTAHHBIE BePTUKATb-
HbIe IBVDKEHNA I71a3» y MAlVIEHTOB
12 net u craprue [21].

ITo maunbiM D. Bruschini u coasr,,
IpUMeHeHVe MUT/IyCTaTa B TeYeHe
2 ety 4 6071bHBIX B Bo3pacTe 11 me-
canes, 9, 10 u 12 ner (3 ¢ MyTaumen
B rede NPC1 u 1 c myTanueii B reHe
NPC2) cnocob6cTBOBanO HOpManu-
3auuy QYHKIUU TJIOTAaHUS y BCeX
60nbHBIX [18].

(umnTomaTunyeckas TepanuA

Hapsigy ¢ matoreHeTm4yecknum ie-
yeHMeM 6OnblIOe 3HAUEHUE HPHU
6onesun Humanna - ITuka tuma C
MMeeT M CUMIITOMAaTM4YeCKast Tepa-
nus. OCHOBHbIE ee HalpaBlIeHUs
oTo6paskeHbl B TabI. 6. [11].
CuMnToMaTuvecKue CpeficTBa, XOTs
" 00IaJal0T MMUPOKOIT Bapuabesp-
HOCTBIO CBOETO JIeICTBUS, MOTYT
0Ka3aTbCH BeCbMa IOIE3HBIMU /IS
yAyYIIeHNsT COCTOSAHMUS OGONMBHBIX
J IOBBIIIEHMA KAYeCTBA UX KU3HMU.
Ocoboe BHUMaHMe crefyeT obpa-
1IaTh HAa MUTaHMe OOIbHBIX U CUC-
TeMaTU4YeCKM OLIeHMBATh CIIOCO0-
HOCTb IJIOTAaTh MUILY (CYLIECTBYIOT
CIelajibHble MKaIbl OLIEHKN ITI0-
TaHNA — TJIOTAHME KUAKOIM TN,
HOTY>XMUKOM, I'yCTOi U T.1.). Ilpu
Je4eHNY PeKOMEHAYeTCs fueTa
C HM3KIM COfiep>KaHMeM XOTIeCTePH-
Ha I IPUMeHEH e IPenapaTos, CHI-
JKAIOIUX €r0 YPOBEHD B CHIBOPOTKE

kposu. IIpn 3HaYNTEILHOM HapyIe-
Huy QyHKLIMK ITIOTaHKA GONIbHBIM
PEKOMEHAIYeTCs 30H/J0BOE IIUTAHIE
MY HaKJIafbIBaHMe raCTPOCTOMBI,
YTO AeT BO3MOXXHOCTb 00ECIIEYUTh
6ONBHBIX HEOOXOAMMBIM KOMMYECT-
BOM IIMTaTEe/IbHBIX BEIIECTB, JOCTA-
TOYHBIM KOJIMYECTBOM >KUKOCTU
U KaJIOpaskeM.

Jlist Koppekuuy GyHKLNUN CTIOHO-
OTHeNeHNA y OOTbHBIX MOXET JC-
M0/1b30BAThCs ATPOIMH B KAIUISAX
B HeGO/IBIINX O3aX.

Iuicharuss HepegKO OCIOXHSIETCS
BTOPUYHBIM HOpPa>XeHMEM JIerKUX.
B aTux cuTyanmax MOTyT HasHa-
4aTbCsg aHTUOMOTUKY A1 podu-
JTAKTUKY ITHEBMOH M.

[Tpu pasBUTHM >KETYLOYHO-KUIIIeY-
HBIX PacCTPOIICTB, Hanbojee 4acTo
Hyapeyu, peKOMEHIYIOTCA aHTUU-
apeliHble CpefcTBa M CIelMalb-
Has gueta. OGHAKO AMapess MOXeT
OBITh CIeACTBUEM I PUMEHEHUs
Muriaycrara. B aTux cryvasx mas
ycTpaHeHUA MOO0YHBIX 3p(eKTOB
Ha QoHe Tepamyuym MULIYCTATOM
U TIpY PasBUTUU SUAPENHOTO CUH-
ApoMa PeKOMEHJYeTCsl IepecMOTp
IMeTHI U YMeHBbIIIeHe IIp/eMa JIaK-
TO30COfleP>KALUX IPOLYKTOB MU
IpyeM IpYyTux yriaeBogos. [lonoxnu-
Te/nbHBIT 9Q(deEKT MOXKeT 0KasaTh
pasgeneHye 1O BpeMeHM IpuemMa
MUIJIyCTaTa 1 NUIEBbIX IIPOLYKTOB.
B pspe cny4aeB BO3MOXHO HasHa-
YeHJe aHTUAMAPeHbIX IIpenapa-
TOB TUIIa JIOIIEPAMUA MM OTMEHA
npenapara 3aBecka® Ha KOPOTKOe
BpeMmsl.

st penieHMs BOSHUKAKOIINX BOII-
POCOB MOTYT MOTPe6OBATHCS KOH-
CYyIbTAalMM COOTBETCTBYIOMIUX
CHenanucToB (racTpOIHTEPOIIOTA,
HeBPOJIOTa, IICUXUATpa U Ap.).

Ta6nuua 6. Cumnmomamuueckoe neuerue 60avHvlx ¢ 6one3nvio Humanna - ITuxa, mun C [11]

CHUMIITOMBI JIeuenne

Karamnekcus

Tpunuxnndeckne aHTUETIPECCAHTHI mn cTuMynATopsl LTHC

Jucronns n rpemop

AHTI/IXO]’II/IHCPI‘I/I‘{CCKI/IC IIperiapaTbl

HBI/II‘aTeI’IbeIe HapylmIeHNA

Ousuorepanus

ONNIeNTONHbIE IPUITATKI

AHTHOIMIENTUYECKME ITPENapaThl

Hapymenns caa

MenaroHuH nan Ce€aTMBHbIE IIPE€IIapaTbl HA HOYb

Hapymenne rnotanns:

[Iutanne 9€pe3 30H

Bosneuenne nerkux

Qusyorepanus ¢ 6pOHXOVIATATOPAMY; AHTYOMOTIKOTePATIVA

/0

B nemom nosbimenye 3¢pQeKTuB-

HOCTH JIEYeHNS MALMEHTOB C 6o-

nesupo Humanna - Iluka tuma C

BO3MOXXHO TIpU COOMIOEHNN Psfia

OCHOBOIO/IATAIOIUX IPUHIINIIOB:

= TOYHAsl JAMATHOCTMKA (YIpexK-
[eHUsI, METOMBI, PeruoHajbHbIE
u defepanbHbIe PETUCTPHI 1 AP.);

= kBamuuUIMpOBaHHBIE Bpayeo-
Hble 3aKII0YeHNs (KOHCY/IBTAHT,
pernoHaIbHBIN KOHCUINYM, (e-
[epanbHbI KOHCUIUYM U T.J5.);

= paspaboTaHHBlE U YTBEPXKJEH-
Hble CTaHJAPThI TedeHus (pUHaAH-
COBO-9KOHOMUYECKME PaCUeTsl,
¢uHaHCHpOBaHUeE 1 [IP.);

= paspabOTaHHblE U YTBEPXK[EH-
Hble K/IMHUYECKMe pPeKOMeHJa-

nun  (MexpayHapopHble, Gene-
paJIbHbIE U [Ip.);
= 3 dexTuBHOE B3aMMOpENICTBIE

IpM OKa3aHUM JIe4eOHOI IMOMO-
iy (IeTu — B3pOCIble, YUpexKie-
HUs, Bpadl, YTBEpXKAEHHAsA [HO-
KYMEHTaIVA);

= KOHCY/IbTaTHBHAs [IOMOIIb
B Ipoliecce edeHNUA (yupexye-
HIST, 9KCIIEPTBL);

= CBOEBpPEMEHHOEe IOIIOJTHEHME IIe-
pevHsI XM3HEHHO HeOOXOAMMBIX
M BaXHENIINX JIEKapPCTBEHHBIX
IpenapaToB (BK/IOYEHNE B HETO
JIeKapCTBEHHBIX IIPEIapaToB, Op-
(aHHBIX TpenapaToB u Ap.).

ITporHo3 3aboeBaHNA 3HAYUTE/Ib-

HO Y/Iy9YLIA€TCS IIPU IIPUMEHEHNN

Mmurnycrara (mpemapata 3aBecka®).

MpodunakTuka

ITpodunakruka 6a3yupyercs Ha TaH-
HBIX MeJMKO-TeHEeTNYeCKOro KOH-
CyIbTHpOBaHUA. MeuKo-reHeTu-
YeCKMIil PUCK it cubCoB mpobaHza
cocrapnser 25%. Ecnmn ycranoBIeH
TeHOTUII IIpoOaHfa, TUIIBL MyTa-
LUl y HOCUTENIEN, BO3MOXKHA IIpe-
HaTajabHas AMATHOCTMKA OONEe3HU
Humanna - IInuka Tunos Cl1 n C2.
JInaruo3 MoxeT OBITH YCTaHOBJICH
Ha 10-12-i1 Henene 6epeMEHHOCTH
IpU MOJIEKYIAPHO-TEeHETNYECKOM
UCCIefOBaHNY OMONTATOB BOPCUH
xopnona. B page coyuaes ompepne-
JIEHHYI0 TIOMOIIb MOXKeT OKa3aTb
UCCIejoBaHNe aKTUBHOCTU CHUH-
rOMUeNMHA3bl B AMHMOLUTAX U OVO-
ITAaTaX XOPMOHA C MOMOIbIO 6110-
XMMUYECKUX METOJ[OB, OTHAKO [/
NpOBeJleHNsI MOJ00HOro0 aHaamsa
HY>KHa Ky/JIbTypa KJIeTOK. %
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Niemann-Pick type C disease: diagnosis, follow-up and therapy in Russia

P.V. Novikov

Federal State Budgetary Institution ‘Federal Research Institute for Pediatry and Pediatric Surgery’ of the Ministry of Health

of Russia, Moscow

Contact person: Pyotr Vasilyevich Novikov, pnovikov@pedklin.ru

Niemann-Pick disease is a lysosomal storage disease with autosomal recessive pattern of inheritance. Niemann-
Pick type C disease is of particular interest for pediatric neurologist due to marked clinical polymorphism (muscle
hypotonia, psychomotor retardation, cataplexy, dysphagia, intellectual disability, ataxia etc.) depending on
manifestation age. Substrate-reducing agent miglustat (Zavesca®) is the only pathogenetical therapy for Niemann-
Pick type C disease. Studies have shown that treatment with miglustat effectively improved neurological symptoms
(spontaneous vertical eyes movements, impaired swallowing and coordination disorder) and resulted in disease
stabilization or delayed progression. Miglustat has good safety profile. To provide effective treatment of this

orphane disease, early diagnosis is essential.

Key words: orphane diseases, Niemann-Pick type C disease, miglustat
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HeankxoronpHslit
crearorenaTut

Hemenuus

MEXXOVYHAPOOHbIN
KOHMPECC

y
NMPODPUNAKTUKA N NEHEHWVE
5-6 HOABPH 201 3 METABOMNYECKIX HAPYLLEHAW
N COCYONCTbIX SABONEBAHAIA.
MEXXAONCLIMNNMMHAPHBIM Mogxon

OCHOBHbIE HAMNPABIEHNA PABOTbHlI KOHMPECCA.

® MeTtabonnyecknin CUHAPOM: GaKTOPbl PUCKA, COBPEMEHHDIN B3INAL Ha NaToreHes,
KpuTepumn 4NarHOCTUKN.

HeankoronbHbI cTeaTorenaTuT, ero posib B BO3HUKHOBEHMW HapyLleHU MeTabonunisma,
NoAXOoAbl K IeYEHMI0.

JleueHune oXxupeHusa - oT AneTbl K 340POBOMY MUTAHUIO.

MNMcnxonornyeckre acnekTbl Pa3BUTUA OXUPEHUA.

MefnKkameHTO3Hble MeTOAbI IeUEHNA OXKUPEHUS.

CaxapHblIin anabeT 2 Tna Kak yCKOpeHHas MoAesb CTapeHus.

JleueHune caxapHoro guabeta 2 Tvna: NpPaBUIbHbBIA CTAPT N PErynAapHbIA MOHUTOPUHT —
[Be CoCTaBriAoLWMe ycrnexa.

CoBpemeHHble nogxoabl B npodunakTrke caxapHoro gnabeta 2 Tmna.

Ponb 0byyeHuna B npodunnakTnke Metabonmyeckoro CMHApoOMa.

HouHoe anHo3 1 HapyweHuA meTabonmama — NpoYHaa accouraTUBHAA CBA3b.
Ousnyeckan akTMBHOCTb: 6e30MacHOCTb U 3PpPEKTUBHOCTb.

CoBpemeHHble KpuTepun 30pPOBbA.

MeTtabonunyeckasa xmpyprus.

CneumanbHoe HanpasneHune KoHrpecca: HayuHasa ceccus
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