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IOBUJIEN

A.A. Bankosa (x 70-1eTHI0 co JHS pOXKIEeHHUs)

21 despans 2018 . cBoit wOMIIEt oTMeTHIa ATbOU-
Ha AJekcaHApoBHa BsiikoBa — MOKTOp MEIUIIMHCKUX
Hayk, npodeccop, 3aciayxkeHHbIII Bpau P®dD, 3acioyxeH-
HBIII pabOTHMK 3apaBooxpaHeHusi . OpeHOypra, 3aBe-
nytornast Kadenpoit dakynsreTckoii eauatpun ®TBOY
BO OpI'MY Mun3snpaBa Poccum, rimaBHBIN BHEIITATHBINA
reauarp-Hedposror MUHUCTEPCTBA  3APaBOOXPAHEHUST
OpeHOyprckoit obnactu, pykosonureab MHOO «Acco-
nuanusi Heppoyposioros», WieH EBporieiickoro ooiiecTa
neauatpoB-HedposoroB (ESPN) u MexnyHapoaHoit ac-
counanmu neauarpoB-HedponoroB (IPNA), npesuneHT
OpeHOyprckoro perroHajabHoro otaeneHuss Corosa Tie-
nuarpoB Poccuu, Bunie-npesuneHT MHOO «TBopueckoe
o0beaHeHUe neTckux HedposioroB Poccumn», pykoBoam-
Teb KOMUTeTa 3apaBooxpaHeHus: MenepanbHOrO mpen-
craputenst Ilpesunenta PO B OpeHOyprckoit obiactu,
MpeacenaTe b KOMATETAa 3apaBooxpaHeHust OOIIecTBeH-
Hoil manatel OpeHOyprckoit o0iacTu, WieH MpaBlIeHUs
Hayunoro oo6miectBa HedposioroB Poccuu, axkagemuk
Poccuiickoit akagemMu eCTeCTBO3HaHMSI.

AnbOvHa AJieKCaHIpoBHAa — BbIMycKHUIIA OpeH-
OYprcKoro rocyaapCTBEHHOTO MEIUIIMHCKOTO WHCTUTY-
Ta (1972 ). B 1978 1. mox pyKoBOACTBOM 3aCTy>KEHHOTO
Bpaya PCDOCP, n.Mm.H., pod. B.A. ApxupeeBoii n aka-
nemnka PAH, 3acinyxenHoro nesitenst Hayku PCOCP,
n.M.H., ipod. O.B. byxaprnHa BbITIOJIHWIA W 3alIUTHIA
KaHIUAATCKYIO TUCCEPTALIMIO Ha TeMY «XapaKTeprCTHKa
(hakTOpPOB €CTECTBEHHOW PE3UCTEHTHOCTU TIPH TTHEJIO-
HedpuTe y nereit». B 1989 . 3ammTrma 10KTOpCKyO 11cC-
cepranuio Ha Temy «Pojib (hakTOpoB mpenpacmnoiokeHusI
B (pOpMHMPOBAHUU M XPOHM3ALMU TyOYJTOUTEPCTUIIAAT -
HOTO He(puTa y neTeit».

ITpodeccop A.A. BsuikoBa BHecsia OOJBIION BKJIAM
B OpraHM3alnio U pa3BUTHE JETCKOM HePPOIOTUIECKOM
CIy>k0bI, chopMupoBaIa HaydyHyI IIKOJy 1O Hedposo-
MU JETCKOTO BO3pacTa, YCTEIIHO pa3BWBasi €e pas3ind-
HbIE acTIEKThI, B TOM YHUCJe Kacalolluecss B3auMOCBS3U
¢ MuUKpoOuojiorueit, ouoxumueir, mopgonorueit, ypo-
JIOTHEN, TUTUEHOW M OopraHu3alueil 3IpaBOOXpaHEeHUs,
pa3pabatbiBasi TpoOsieMbl MPOoGUIaKTUYECKON U TIpe-
BeHTHUBHOW Hedponoruu. I[log pykoBoACTBOM TIpo-
deccopa A.A. BgnkoBoil BBIMOMHEHB M 3aIIWIIEHBI
4 noktopckue u 32 KaHaupaTckue aucceprauuu. [u-
POKMi1 KpYT HaydyHBIX UHTEpecoB A.A. BsiikoBoii Haten
oTpaxeHue B 0osiee 850 HayyHbIX MyOIMKALMSIX, B TOM
yucie 18 MoHorpadusix, pyKOBOACTBaxX sl Bpayeit,

yueOHMKAX, METOANIECKUX peKOMeHIausIx MuH3apaBa
P®, mocobusix mtst Bpaueit u ap.

TIpoeccop A.A. BsimkoBa — naypear pOCCHICKOTO
KoHKypca «JIyammit Bpau Poccun» B HomMuHaimm «Bpad,
YUEHBIH, Tefaror», HarpaxjaeHa rnmovyetHoi rpamoroit [1pe-
suneHTa PO, 6maromapHocthio [Ipesunenra PD, ymocroe-
Ha 3BaHUs «3aciy>KeHHbIN JesiTe]b HayKu M 00pa3oBaHUs
PAE» u «OcHoBatenb HayYHO! HIKOJIbl», HArpaXkieHa ce-
peopsiHoit menanbto umMeHn B.U. Bepnanckoro PAE, cemu-
KpPAaTHBII JJaypeaT KOHKYPCOB B chepe HayKr B HOMUHALIMKA
«YueHnslit rofa» anmuHucTpau OpeHOyprekoii ooacTu.

Jlexuuu n KIMHUYECKHe pa3doophbl, TPOBOAUMbIE AJb-
OMHOI AJIeKCaHAPOBHOM, XapaKTepuU3ylOTCsl HaydyHOI
HOBU3HOW W COJEPXKATeTbHOCTBIO, CTPONHOCTBIO M3JIO0-
JKEHUSIT M YeTKUMU TIPaAKTUIECKUMU pPEeKOMEHIAIUSIMH,
opaTopckuM MactepcTBoM. Llmpora HayqIHOTO Kpyro3opa,
OoraThblii KIMHWUYECKUI OMBIT U TIeJarOTUYeCKUiA TaJaHT
SIBIISTIOTCSI TJIABHBIM B OCHOBE aBTOpUTETa Tpodeccopa
A.A. BsikoBoIi cpeny TieimaTpoB He ToJibko Poccun, Ho u
JATbHETO W OJIMKHETO 3apy0eskbsl, OpAMHATOPOB, aCIH-
PaHTOB, CTYIEHTOB, POIUTENICH MAJICHEKUX TIAITICHTOB.

CeplieuHO MO3apaBisieM JIIOOUMOTO U TyOOKOyBa-
Kaemoro Yuutens ¢ roouneem! MckpeHHe Xkemaem Kper-
KOTO 3IOPOBbsI, OJIATOTIONYYMSI, NATbHEUIITNX TBOpYE-
CKHUX ycriexoB Ha Ousaro neteit Poccun!

Koanexmue kagpedpot pakyrvmemckoii neduampuu

DIbOY BO OpI'MY Munzdpasa Poccuu, unenvr Openbypecko2o pecuonanibho2o
omadenenus Coroza neduampos Poccuu, unenst MHOO «Accoyuayus Heghpoyponoeos»,
MHO204UCACHHbIE YHEeHUKU, 8Pa4U, ACRUPAHMYL, OPOUHAMOPbL, CIMYOCHMbL.
Pedkoaneeus acyprana «Poccuiickuil gecmHuk nepunamonozuu u neduampuu»
npucoeouHsemcs K Smum no3opasaeHusm u sceaaem npogeccopy A.A. Bsaakoesoil,

meop4ecKoco doneonemust U HOBbIX UHMEPEeCHbIX I’ly6/llll€(1l4uﬁ.
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IOBUJIEN

I'"M. JletudoB (x 70-1eTHIo co THA POKIAEHU)

25 ausapst 2018 r ucnoanuinocek 70 get lamku My-
TtanuboBuuy JleTudoBy — JOKTOPY MEIUIIMHCKUX HayK,
npodeccopy, 3aBenyroieMy Kabeapoit menuaTpuu ¢ Kyp-
com HeoHatosorun ®I'BOY BO «PocToBckwmit rocymap-
CTBEHHBI MEIUIWHCKUN yHUBEpPCUTET» MUH3IpaBa
Poccun, Bune-npesunenty MOO «TBopueckoe o0benu-
HEeHUeE AETCKUX He(PPOIOToB», WieHy TpaBieHus PocTtos-
CKOTO0 00y1acTHOTO 0011IecTBa HeposoroB u Poccuiicko-
IO Hay4YHOTO OOIIECTBA HYTPUIMOJIOTOB

['M. JletudoB poawicsi B BLICOKOTOpHOM celie Pec-
nyosuku JlarectaH, 3aKOHYMJ MEIUIIMHCKOE YYUJIWIIE
¢ oT4YueM B ipeBHeM Topoje lepbeHrte. B 1976 T. ¢ oT-
JIMYMEM 3aKOHYMJI TTeAuaTpuueckuii pakyabreT PocToB-
CKOTO TOCYIapCTBEHHOTO MEIUIIMHCKOTO MHCTUTYTA. Bo-
pocaMu He(POJOTUM W YPOJIOTUU WHTEPECOBAJICS ellle
B CTyJI€HYECKHE TOIbI, C TIEPBOTO Kypca Havyal paboTaTh
MeaopaToM B YPOJOTMYECKOM OTHAEJICHUM OOJbHULIBI
CKOpolt MenuuuMHCKoi momoniu T. PocroBa-Ha-IloHy.
3HaHus 10 AeTcKoil Hedponoruu lamkn Myrannbosuy
MOMOJHUI Ha 0a3e HepPOJOTMYECKOro OTIAENEeHUsT 00-
JIACTHOM IeTCKOW OOJIbHUIIBI B MHTEPHATYpE.

OcTpoe XejlaHuWe OpraHu30BaTh MOJUKIMHUYECKYIO
JIETCKYI0 He(dPOJOrMYecKylo Ciayxk0y MPUBEIO MOJIOJOTO
Bpaya B JETCKYIO MOJUKIMHUKY Noe45 CoBeTckoro paii-
oHa I. PocroBa-Ha-/loHy. 3atem Oblia paboTa B JIETCKOM
HedposaoruueckoM otaeeHnu 20-i ropoackoit O0IbLHULIBI,
rae Tamku MyTaamboBUY opraHu30Bajl KAOMHET ypOJIOTH-
YeCKOIl MHCTPYMEHTAIbHOM U (DYHKIIMOHATBHOW AMArHO-
ctuku. B 1980 r. ['M. JletrdoB noctynus B aCIUpPaHTYpY,
U BCS JalbHEWIIasi ero TBOpYeCcKas XXMU3Hb, MPOheCcCHo-
HaJbHOE CTAHOBJICHUE Hepa3phIBHO CBSI3aHBI ¢ Kademapoii
JIETCKUX 0oJIe3Hel (HbIHe — Kadeapa MmeaAnaTpun ¢ KypcoMm
HeoHarojyiornv PITK u TIC) n kMHMYecKo GOTBHULIEH
Ne 20 . PocroBa-Ha-[oHy. B 1983 . oH ycnienHo 3aiurui
KaHIUIATCKYIO JUCCEpTALMIo Ha TeMy «Pojib Hecrielmdu-
YeCcKUX (DAaKTOPOB 3aIMTHI OPraHU3Ma B TTaTOreHe3e MeJIo-
HedpuTa y aereit» (HaydHble pyKOBOAUTEIN — Mpodeccop
I'B. Xopynxwuit n npoceccop A.U. IMonsik), a B 2002 . —
JIOKTOPCKYIO JHccepTavio «Pojib 9HIOTOKCMHOB TpaM-
OTpHUIIATENIEHBIX OaKTepuil B TIaTOreHe3e mueIoHedpuTa
y neTeil (KIMMHUKO-3KCIIEPUMEHTAIbHOE HMCCIIeIOBAHKE)»
(HayyHble KOHCyJbraHThl — Tpodeccop [.B. XopyHxwuii,
npocdeccop A. I1. [llenenes, n.m.H. PA. benosososa).

IMocTostHHBIN HayYHBIN MOUCK, HAKOTIJIEHHBIN OITBIT
Bpaya U mejarora, 100poXKeaaTeabHOEe U YBaXKUTEIbHOE
OTHoOllIeHWe K Kojuieram Tmo3Boiuian [LM. Jletugosy
MPOMTH CIIAaBHBIN IMyTh OT Bpaya IETCKOTO He(hpoJoTHIE-
CKOTO OTZEeJIeHUs, acnipaHTa Kadeapbl, cTapiiero jgado-
paHTa, acCUCTEeHTa, JOLEeHTa, TTpodeccopa 10 3aBeaylo-
mero kadeapoii (¢ 2013 . o HacTosIIee BpeMs).

Ha momxnocty 3aBeayroniero Kabeapoi meauaTpun
B MOJHON M€pe PaCKpPbLIUMCh OPraHU3aTOPCKUE CHOCO0-
Hocti M TamaHT negarora I'M. Jletmdona. Kadenpa,
HapsIIy ¢ OYHBIMU LIMKJIAMH YCOBEPIIIEHCTBOBAHUS U TIe-
PETTOATOTOBKY CMEIMATUCTOB, TTPOBOINUT HAyYHO-MPaK-

TUYeCKe KOH(EPEHIIMM, BBIE3THBIC IMKIIBI IO aKTYy-
ATBHBIM BOIIPOCAM TIETUATPUU W JETCKOU HedhpOIOTHHI
B oOsacTsx u pecnyonukax FOra Poccun.

ITpodeccop I'M. Jletudos — aBTop 60siee 300 Hayu-
HBIX paboT, emepalbHBIX TPOTOKOJIOB MO TUATHOCTH -
K€ 1 JIeUeHU10 3a00J1eBaHU I MOUEBOI CUCTEMBI Y JIETE.
ITon ero HayuyHOIl pegakiiMeil U3naHbl MATb YUeOHbIX
mocobuit m MoHoTpaduil, METOOUYECKUE PEKOMEH-
mamuy Uil Bpadeii-meauatpoB. [lon pyKoBOICTBOM
I'M. Jletudona 3amiuiieHbl TpU KaHAMAATCKUE ITUC-
cepTaliu, BBHITTOJTHEHHBIE TPAKTHYECKUMU BpavyaMu.
B HacTosiee BpeMst BBITIOTHSIIOTCS YeThIpE MUcCepTa-
LIMOHHBIE PabOTHI.

[Mpu3HaHMEM POCTOBCKOM IITKOJIBI JETCKUX HEPpPOJIo-
TOB SIBUJMCh X KOHIpecc NeTcKux HedposoroB Poccuu,
yCIIelTHO TpoBeneHHbIE Ha 0Oa3e PoctTMY 7-9 wutoHs
2012 1., a TaKKe MEKPETHOHATTBHBIC €KeTOMHBIC KOHTPECCHI
IO aKTYaJTbHBIM BOITPOCAaM TIEWATPUM U JEeTCKOU Hedpo-
JIOTMU € y4acTheM Bedyiux yueHbix Poccun (2009 — 2017).

I'M. JletudoB HarpaxkieH MHOTOUYMCIEHHBIMU TI'pa-
MOTaMHM, OJarogapCTBEHHBIMYM MUChMaMH 3a CBOIO Bpa-
YeOHYI0, TEeIarornyeckylo UM HayyHYyl0 [esSTeIbHOCTb.
Bricokass KOMMYHUKAOETbHOCTb, OT3BIBYMBOCTH, IPYXKe-
JII00me, MPUPOIHOE 00assHNEe — OTIIMYUTENIbHbIE KauyecTBa
Tamxu MytanboBuya. OH TOJB3YETCS 3aCTyXKEHHbBIM
YBaxkKeHUEM KOJUIET U POMUTEIIeH MaJIeHbKIX TTAIlEHTOB.

Compyonuku Kagedpst heduampuu ¢ Kypcom HeOHamoA02uu
DIIK u ITTIC Pocmosckozo 2ocydapcmeentoeo MeouyuHcK020
YHUBepCUmMema, Y4eHuKU, Kypcanmol U Koate2u no30pasisiom

ladxcu Mymanubosuua Jlemughosa c roouneem u xceaarom
emy Kpenkoeo 300po6usi, CeMeiiHo20 61a2onoay4usi, HOGbIX

MBOPUECKUX YCcnexos U danbHelluell na1000meopHOU pabomal.

Pedaxyus ncyprana «Poccuiickuii gecmHuk
nepuHamono2uy u neduampuu» NPUcoeOUHsemcs

K nozdpaeaenusm u xceaaem ladwcu Mymanubosuuy
YCNExX08 6 e20 MH0202PAHHOU 0esimeAbHOCIU.
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MNEPEJOBAS

IIpo0sieMbl cOBpeMeHHO# TUATHOCTHKH M JICYEHNS TUIATANMOHHON KAPIMOMUONIATHH Y JeTei

HU.B. Jleonmvesa

OCI «Hay4HOo-1ccnenoBaTeibCKNin KNMMHNUYECKUIA MHCTUTYT neamatpum nuMmenn akagemuka tO.E. Benstuwesa» @re0Y BO
PHAMY um. H.W. Muporosa Munsapasa Poccuiickoi @epepaumm, Mocksa, Poccus

Problems of modern diagnostics and treatment of dilated cardiomyopathy in children

LV. Leontyeva

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia

IIpencrapieHbl AaHHbIE 00 3THOJOTHM JUJIATAIMOHHON KAPAMOMMONATHM Y JeTeil (IOCTMHOKADAMTHYECKAS, META00IHYecKas,
acCOIMMPOBAHHAS C HEPBHO-MBILIEYHOI NMATOJI0rKeil, uauonaruieckas). OcpenieHbl reHeTHYECKHE ACTIEKTbI 3200/IeBaHus, ONU-
CaH IMPOKMIA CIEKTP MYTAIMiA B reHaX, KOAMPYIOIUX OeJKH Pa3JHYHbIX CTPYKTYpP KapIMOMHONUTA (CAPKOMEPHOTO KOMILIEKCA,
HUTOCKeNeTa, Z-TUCKOB, MUTOXOH/PHIi), pa3JMuHble BADMAHTDI Hacen0oBanus. [loquepkHyTa HeOOX0AUMMOCThH PAHHEH TMATHOCTH -
KM MeTa0omyecKnx Kapauomuonatuii. [Ipeacrapiiensl KpuTepun HeOIAronpusATHOro nporuo3a. QcBenieHbl COBPeMeHHbIE MOIXO0IbI
K MEIMKAMEHTO3HOMY M XMPYPrU4eCKOMY JICUEHHIO TUIATAIMOHHOM KAPANOMUONATHH.

Karouegvie caosa: 0emu, 0u/1amauuonﬂaﬂ Kap@uomuonamuﬂ, amuonocusd, ceHemuvdecKue 6almbze, 0uaeﬂocmulca, NnpocHO3, N1eYerHue.

Ansa umtupoBanus: JleoHTbeBa Y. B. [pobembl COBPEeMEHHOV ANarHOCTUKM 1 IeHeHNs AunataumMoHHOV kapavomuonatium y aeteii. Poc BeCTH
nepuHaron n negmatp 2018; 63:(2): 7-15. DOI: 10.21508/1027-4065-2018-63-2-7-15

Data on the etiology of dilated cardiomyopathy in children (post myocarditis, metabolic, associated with neuromuscular pathology,
idiopathic) are presented. Genetic aspects of the disease are covered, a wide spectrum of mutations in genes encoding proteins of vari-
ous structures of the cardiomyocyte (sarcomeric complex, cytoskeleton, Z-disks, mitochondria), different variants of inheritance are
described. The need for early diagnosis of metabolic cardiomyopathies is underlined. Criteria for unfavorable prognosis are presented.

Modern approaches to medical and surgical treatment of dilated cardiomyopathy are covered.

Key words: children, dilated cardiomyopathy, etiology, genetic data, diagnosis, prognosis, treatment.

For citation: Leontyeva I.V. Problems of modern diagnostics and treatment of dilated cardiomyopathy in children. Ros Vestn Perinatol i Pediatr
2018; 63:(2): 7-15(in Russ). DOI: 10.21508/1027-4065-2018-63-2-7-15

COFIIaCHO COBpPEMEHHBIM TIPEACTaBICHUSIM, TIOI TH-
JIATAlIMOHHOM KapAuoMUoNaTieil TOHMMAIoOT 3a00-
JIeBaHUE Cepllia, XapaKTepuaylolleecss HeOOCTPYKTUBHBIM
pacIIMpeHreM JIEBOTO XKeJTyIouKa, CHUDKEHHON KOHTpaK-
TUJIBHOM CITOCOOHOCTBIO MUOKApIa MPU OTCYTCTBUU TEMO-
JTMHAMUYECKOM Meperpy3Ku (BpoXKAeHHbBIE ITOPOKU Cepalia,
apTepyaibHasl U JIETOUHAs TUITEPTeH3MsI, KJlaraHHasT Tia-
TOJIOTHSI, UIlIeMUYeCcKasi 0OJIe3Hb cepjlla), KOTOpbIE MOT-
JI1 OBl BBI3BATh HapyIlIeHHEe TI00ATbHON CUCTOIUYECKON
¢GyHKIMK JieBoro keiaymouka [1]. JwmatamumonHast Kap-
JMOMMOTIATHST  XapaKTepU3yeTCsT HETPEePhIBHO TMPOrpec-
CUPYIOIIMM TeYeHWeM, 3aHUMAaeT JTUAUPYIOLINE TTO3ULIAN
B CTPYKTYpe WHBAJIMAHOCTM W CMEPTHOCTHU NETEM, SIBIISI-
€TCsl OCHOBHOM TIPUUYMHON (POPMUPOBAHUS XPOHUIECKOM
CcepIeyHoll HeTOCTAaTOYHOCTH B JIETCKOM Boapacte [2, 3].
B cBsI3M ¢ 3TUM akTyaJieH MOWCK HOBBIX 3BEHBEB IMaTOTe-
He3a, orpezeieHne (aKTOPOB PUCKa Pa3BUTHUS CepACYHOM
JIEKOMTICHCALIMK W IPYTHX KU3HEYTPOKAIOIINX COCTOSTHUIA,
BbIIeJIEHNE OOBEKTUBHBIX KPUTEPUEB ITPOrHO3a C 1IEJIBIO
pa3pabOTKN ONMTUMAJIEHON CXeMbl (hapMaKoTeparieBThyIe-
CKOW KOPPEKIINY 1 MPO(PUIaKTUKI BHE3AITHON CMEPTH.

© JleoHThesa M.B., 2018

Anpec aas Koppecnonaenuuu: JleontbeBa MprHa BuktopoBHa — 1.M.H., npod.,
[JIaBHBII HAyYHBIIl COTPYIHUK OT/eJIa IeTCKOW KapAMOJOTUN U apUTMOJIOTHH
HayuHo-uccenoBateibcKoro KIMHUYECKOTO MHCTUTYTA MEIMATPUU MMEHU
akaznemuka 1O.E. Bensriena

125412 Mockaa, yi. Tanzomckas, 1.2

PacripocTpaHeHHOCTh IMJIATALIMOHHON KapIUOMMO-
natun BapbupyeT oT 40 ciaydaeB Ha 100 000 HaceneHust
B Coemnuennbix Lltatax AMepuxu 1o 3,8 #a 100 000 B rox,
B EBporte. ExxeromHast 3a601eBaeMOCTh cocTapisieT B EB-
porie 5—7 HoBbIX ciaydaeB Ha 100 000 HaceneHMsT B Tof,
B Coemmnaennbix Lltatax Amepuku — 38 xHa 100 000 Hace-
JIeHus1. Y JieTeil epBoro rojia Ku3HU oTMeYeHa HauboJIb-
mast pacrpoCTpaHEHHOCTh 3a00JIeBaHMS 1O CpaBHEHUIO
¢ ImeTbMM crapiiero Bo3pacTta: 4,4 nportus 0,34 1a 100 000
JIETCKOTO HaCeJICHUsT COOTBETCTBYIOILIETO Bo3pacTa. 3abo-
JieBaHUe Yallle HaOIIoJaloT Y MaJbuKOB, YeM Y JeBOYEK.
VienbHBIM BeC OWIATAIIMOHHOW KapaUOMMOIIATH CPEIu
JPYTUX Kapauomuonatuii coctasisietr 60% [2, 3].

DTHOJOTHA TUTATAlIMOHHON KapIMOMUONATUN pa3-
HooOpa3Ha, MPM 3TOM BO3MOXHBI MPUOOPETEHHBIE
W HacJeICTBEHHbIE (DOPMBI, YTO MO3BOJISIET OTHOCUTH
3ab0JieBaHMEe K CMEIIaHHBIM (hopMaM KapauoOMUOIIa-
TUM, COTJIACHO KJacCU(PUKAIUU, MPEITOXKEHHON aMe-
PUKaHCKOI cepaeyHoit accoumanueit [1]. Bmecte ¢ Tem
KOHKpETHAasT TpUIMHA 3a00JIeBaHUST BBISIBISIETCST TOJBKO
B 40% ciryyaeB (B TOM 4HcJie MUOKAPAUT, MeTabOIMUe-
CKH€ Y HEePBHO-MbIIIEYHBIE 00JIe3HN), OCTaJIbHbIE (hOp-
MBI OTHOCSITCS K MIMOMIaTUIeCKIM |2, 3].

IIpnoGperennass mocTMuoKkapauTudeckas opma,
1O JaHHBIM TEeAUATPUIECKOTO PeTUCTpa KaparuoMHuoTia-
TUIA, TIpeo0JIafiaeT B CTPYKTYpe AMJIATAIIMOHHOW Kapauo-
muornatuu. [TpuuMHOM MOCTMUOKAPIUTUIECKOM Kaparo-
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MMOMATUU B OOJBIIMHCTBE CIyJaeB SIBJISIETCS BUPYCHasT
nHdekums. JlaHHbIe 93HIOMUOKapAUAIbHON OMOTICUU TTI0-
3BOJISTIOT BBIIEJIUTD OTIPeIeIEHHBII TeHOM BUpPYCa, BbI3BaB-
mrero 3abosieBanue. Panee cpenu Bo3OynuTeneii Muokap-
niTa Tipeodagany aHTepoBupyc, Bupychl Kokcaku B u A,
B HaCTOsIIIiee BpeMs Yallle BBISBISIOTCS TepPIeCBUPYCHI,
aJieHoBUpYC, TapBoBUpyc. Hanbosiee yacTo BUPYCHBI re-
HOM BBISIBJISIETCS] Y HOBOPOXKIEHHBIX. BUpYCHI, TiepcrucT-
pylolue B MMOKap/ie, copiepxar 0eJIKu, 4aCTUIHO TOMOJIO-
TMYHBIE ayTOAHTUTENIaM KapJAMOMUOIIMTOB, YTO 3aITyCKaeT
ayTOMMMYHHBII MeXaHU3M OOJIE3HU TIPU YCIIOBUM MU3Me-
HEHHOI UMMYHHOM TOJIEpaHTHOCTH [4].

Y OONBHBIX C [OWIATAllMOHHOW KapAMOMMOIIATUEH
BBISIBJISIETCSI BRICOKUI TUTP aHTUMUOKAPANATbHBIX aHTH-
TeJ K IIAPOKOMY CIIEKTPY aHTUTEHOB, TAKUX KaK MUO3UH
TSDKEJTBIX TIeTIel, [-aIpeHOpelenTophl, MYCKapUHOBBIC
PELEeNTOPHI, JAMUH, a TAKXKe ONPEAEISIETCS BRICOKUIA TUTP
KapAuaJlbHBIX OpTraHOCHEeU(pUUECKUX ayTOAHTUTEN, Ta-
KUX KaK aHTUMMO3WH, aHTMAaKTUH, aHTUMUOJIEMMa, aH-
THU-0-MUO3UH U aHTU--MUO3UH TSKENbIX Heneil [4, 5].
BMmecTe ¢ TeM AMarHOCTHKa MUOKapauTa KakK TPUYUHBI
MUIaTallMOHHOW KapAMOMUOIIATUU OCTaeTCsT OOBIION
npoosieMoii. HanbobIme BO3MOXHOCTH TPU 3TOM UMe-
10T JaHHBbIE SHIOMUOKAPIUATBHOW OWMOIICHM, KOTOpBIE
MTO3BOJISIIOT AMATHOCTUPOBATh BOCTIAJIUTENIbHBIE M3MEHE-
HMS B MUOKAp/IE, OLICHUTh QyTOUMMYHHBIE U3MEHEHUS U B
psife ciydaeB MASHTU(MUIIMPOBATH BUPYCHYIO MH(MEKIINIO.
CornacHo cOBpeMeHHBIM peKOMEHIAINSM, TTOKa3aHUSIMU
K 9HAOMMOKapAUAIbHON OMOTICMU CJTyKaT ObICTPO TPO-
rpeccupyolas KapAMoMHUOIIaTsI, pehpakTepHast K CTaH-
JapTHOMY JieueHuto (Kiacc mokaszaHuii II, ypoBeHb qoka-
3aTteNlbHOCTU B2), KapmuoMMomaTtusi HeyCTaHOBIEHHOM
3TUOJIOTUN Y AeTel (Kiacc nmokasaHuil Ila, ypoBeHb 10-
kazareiabHocTu C) [1]. BMecTe ¢ TeM MHBa3MBHOCTD 3TOM
METOIMKHM, a TakKKe BO3MOXKHOCTh OYaroBOro, a He aud-
(y3HOro Xapakrepa BoCHaJIeHUsI CHUXKAIOT ee MH(popMa-
TUBHOCTB. Tak, TaHHbIE SHIOMMOKAPAUATLHON OMOTICHH
MTOATBEPKAAIOT KIIMHUIECKUIA TUAaTHO3 MUOKAPANUTA TOJTb-
Ko B 34% ciyuaeB. B cBsI3M ¢ 9TMM HepeaKO MHOKapIU-
TUYecKast TpUIMHA O0Ie3HU TIPH JKU3HHM OCTAeTCs He THa-
THOCTUPOBAHHOW M OWUJIaTAallMOHHAs KapAUOMUOITATHSI
paccMaTpuBaeTcs Kak nauornaTuiyeckas.

BpoxneHHbie HapymieHHs 00OMEHA BEIIECTB SIBJISTIOTCS
BaXXHOW TIPUYMHOW IWJIATALIMOHHOU KapAWOMUIATHM,
coctaBisist 5—10% ciydaeB B CTPYKType 3aboJieBaHWUS,
WX JTOJS yBemnuuBaeTcs 1o 15% cpenw meteii ¢ yCTaHOB-
JIECHHBIM TeHe30M KapauomuonaTuu. [To JaHHBIM peru-
cTpa, MeTaboIMYecKre KaparuOMUOIIaTUU TIPeACTaBIEHbI
HapyIIEHUSIMA  OKHMCIUTETBbHOTO  (POCHOPMIMPOBAHUS
(40%), nedekTamMu TpaHCIIOPTa KapHUTWHA/HapyIle-
HUSIMU OKUCJIEHUST XUPHBIX KucioT (40%). Haunbonee
pacmnpocTpaHeHbl MeTabonueckue (hopMbl AUIaTAIMOH -
HOI KapaIUOMHUOITIaTUH Yy ieTeit 1 roma xkusnu [6, 7].

Hapywenus okucaumenvnoeo @ocgopuauposanus ne-
KaT B OCHOBE Pa3BUTHSI KapIMOMUOIATUU TIPU MUTO-
XOHJIpUaJIbHBIX 3abojieBaHusIX. Hamnbosnee wacto Kap-
IUoMUoOINaTsl BcTpevyaeTcss Tipu  cuHapome MELAS
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(MUTOXOHApHUATbHAS SHIEMATOMUONIATUS, JaKTaT-alli-
1103, UHCYJIBTONION00HbBIE COCTOSIHMST), cuHApome KepH-
ca—Celiipa, bapra [8, 9]. UmeHHo G6osie3Hb bapta ciykut
OCHOBHOI TIPUYMHOU BHYTPUYTPOOHON CMEpPTU TLIO-
JIOB MYKCKOTO T0JJa M MaJbuMKOB TEPBOTO TOMa KU3-
HU OT TPOTPeCcCUpYONIeil CepleyHON HEeI0CTaTOYHOCTH
WX HapylieHui cepaeuHoro putma [9]. OcobeHHOCThIO
MHTOXOHAPUATBHON IUIATAlIMOHHON KapIMOMMOITATUN
SIBJISIETCS COYeTaHKe AWIaTallii C YMEPEHHOM TUIIepTPO-
¢ueit Mruokapaa U mpusHakaMu (pubpoasacrosa. Takxke
XapakTepHa BBICOKAas YacToTa HapylIeHW CcepaeyHo-
O puTMa (KeJyIOYKOBBIE TaXWUKapAWW) W TIPOBEACHUS
(cuHIpOM C1abOCTU CHHYCOBOTO y37a, aTPUOBEHTPUKY-
JIsipHas 6J10Kana, 6J10Kamxa TPOBEASHUS IO HOXKKAM TTyJKa
Tuca), yumnenue uHtepBana Q—7T, ST—T HapylieHus.
Kak mpaBwio, mnopaxeHue cepilla coveTaeTcsl C sp-
KOW 3KCTpakapAuaJbHOW TMOJUCUCTEMHON ITaTOJOTUEN.
B caydasx e MperMyIIeCTBEHHOTO MOPaXXKeHMWs cepia
MHTOXOHIPUATBHBIN TeHe3 OCTaeTCsl Hepaclo3HAHHBIM
" KJIacCcuuuupyeTcs UanonaTudeckass (popMa Kapamo-
muomnatun. JlabopaTopHble MapKepbl MAaTOJOTUM — TH-
TepJIaKTaT- ¥ TUTIePIUpPyBaTeMUsI, TAKTAT-alua03 .

PanHssT nuarHocTMKa IMJIATAllMOHHON — Kapauo-
MuomnaTtuu Ha (oHe nepsuuHoeo degpuyuma KapHUMUHA,
degpekmos mpancnopma KapHUMuHa, HApyuleHuii mema-
00AU3MA JHCUPHBIX KUCAOM UMEET TTPUHILIMITUATIbHOE 3HA-
YeHMe, TaK KaK ITO3BOJIIET CBOEBPEMEHHO Ha3HAYUTh
3aMECTUTENIHYIO Tepariio M TeM CaMbIM 3HAYUTEIBHO
VIYYIIUTh MPOTHO3 3a00jeBaHus. JumaTalimoHHas Kap-
nroMuonatus BosHukaeT B 30—40% ciyyaeB CHCTEMHO-
ro gedunta KapHUTHHA, OOYCIOBIEHHOTO MyTallWei
reHa SLC22A5, npoayKTOM KOTOPOTO SIBJISIETCSI O€JIOK,
nepeHocsuit kKapautuH OCTN2. 3abojeBaHue Ha-
clieyeTcsl o ayTOCOMHO-peliecCuBHOMY Tury. [1pu ro-
MO3UTOTHOI (opMe CpoKu MaHMdecTauuu 3aboJieBa-
HUs BapbUpyloT oT 1 Mec no 7 et (B cpeaHeM 2 roja),
Y TETePO3UTOTHBIX HOCUTENIEH TiepBble MPU3HAKK MOTYT
BO3HUKHYTb B TOAPOCTKOBOM Bo3pacte. OCOOEHHOCTh
KapHUTUHOBOM KapIMOMMOIMATUN — 3TO COYETaHUE BbI-
pakeHHOW MUaTallMy MOJOCTEN cepiia, yMEPEHHOM TH-
nepTpoduu MuoKapaa, CHUXKeHUs COKPATUTETBHOM CITO-
COOHOCTM MHUOKapmaa, pedpakTepHOCTb K CTaHIAPTHOM
Teparnuu cepaedHON HeIOCTATOYHOCTH, HAPYIIICHUS Cep-
JIEYHOTO pyUTMa (KETyIOYKOBasi TaXWKapaus), Hapylle-
HUS TIpoBeieHNs (CUHAPOM CIa00CTU CMHYCOBOTO y371a,
aTPUOBEHTPUKYJISIPHBIE OJIOKAbI), TUTAHTCKUE T-3yOI11bI
Ha ajeKTpokapauorpamme. JlaGopatopHbie TMpU3HAKU
CUCTEMHOTO JAe(UIIMTa KapHUTWHA: PEe3KO CHUXEH-
HBII YpoBeHb cBOOOAHOTO KapHUTHHA (< 10 MKMOJIB/JT)
U CyMMapHBIX allMJIKapHUTUHOB (<5 MKMOJIb/J), MpPU-
CTYITBI TUTIOTJIMKEMUN 6€3 KeT03a, MOBBIIIIEHNE aKTUBHO-
ctu TpaHcamuHas [10, 11].

CHIDKeHUEe ypOBHSI KapHUTHHA BO3HWKAET MPU Ha-
CJIEACTBEHHBIX JeeKTax TpaHCMEeMOpPAHHOTO TPaHCIIOp-
Ta KapHUTUHA C allMJIbHBIMU OCTATKAMM JKUPHBIX KHUCIOT
(aIMIKapHUTUHBI) B MUTOXOHIPUU: Te(PUIAT KApHUTHH-
nanbmMuTounTpancdepassl | u 1, nepuunr kapHuTHHA-
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IWJIKApHUTUHTPaHCIOKa3bl. KianmHuyeckast KapTUHA T0-
pakeHUs ceplla CXoAHa C TIEPBUYHON KapHUTWHOBOM
NUJIaTalMOHHON  Kapauomuoriatueit.  JlabopaTopHbie
MapKepbl: CHUKEHME B KPOBH YPOBHSI CBOOOITHOTO KapHU-
THHA W noBbieHne ypoBHs C  +C  -allMIKapHUTUHOB,
MPY 9TOM AUKApOOKCUIIbHAS allUAYpUs OTCYTCTBYET.

HedeKTsl B-OKUCIeHUS XUPHBIX KUCIOT BKITIOYAIOT
HECKOJIbKO (hOpM  ayTOCOMHO-PElIeCCUBHBIX 3a00eBa-
HUI, CBS3aHHBIX C HEIOCTaTOYHOCThIO anmi-KoA-me-
TMIPOTeHa3 KUPHBIX KUCJIOT ¢ OYeHb JUTMHHOM, CpemHei
WJIA KOPOTKOM yIJIEPOTHOM 1IeTIbI0. XapaKTep TOpaskeHUsI
cep/ia aHaJOTMUeH TaKOBOMY MPU KapHUTUHOBOI JMJia-
TallMOHHOW KapauoMuornaTh. Bo3aMoXXHO OBICTpoe TIpo-
rpeccUpOBaHUE CEPIeYHON HET0CTAaTOYHOCTU, OCOOEHHO
npu aecpurmute ani-KoA-mernaporeHasbl JKUPHBIX KUC-
JIOT C KOPOTKOM Hembio. YacTo BO3HUKAIOT TSKENIbIe Hapy-
IIEHUS CePIEYHOr0 PUTMa, OCTAHOBKA CMHYCOBOTO Y3J1a,
SKEJTyIOYKOBasT TaxuKapAaust (10 TUITY TIPUCTYITOB torsades
de pointes). JlTabopaTOpHBIMU KPUTEPUSIMU SIBJISIFOTCS: TN~
KapOOKCHUJIbHAS allMaypusi, TUTIOTIuKeMusi (6e3 KeTosa),
MeTabOIMIEeCKUIA alIuI03, TUTIepIaKTaTeMHUsI, TTOBBIIIIEHHE
B KPOBU YPOBHSI KpeaTMHKUHA3BI, TpaHCAMWHA3 TIeUeHH,
HU3KUI YpOBeHb CBOOOJHOTO KapHWTHWHA, HaKOTUIEHHE
crnierpuyeckux anuiakapHutuHoB. i Bepudukaimu
JIMarHo3a MeTabOJMIeCKOM KapIMOMUOIIATUU U YTOYHE-
HUS TIPOTHO3a HEOOXOIUMO MOJIEKYJISIPHO-TeHETUIEeCKOe
nccnenosanue [10, 11].

HepBHo-MblleyHas NaTo0rus Kak MpuYrMHa qujaTa-
IIMOHHOW KapAMOMUOIIATHH, TI0 JaHHBIM TeauaTpuye-
CKOTO perucTpa KapauomMuonaTuii, coctasusiet 10% [3].
HawubGosee uacto paunaraiiMoHHas KapauOMUOMATHS
pa3BUBaeTCs TPU MPOrPECCUPYIOIINX MUOIUCTPOPUIX
JrwomeHnHa u bekkepa, pexe — Mpu mporpeccupyloiiei
MbIlIeuHoOM auctpoduu Imepu—/pericdyca. I[Iporpec-
cupytoniass muonuctpodus JroiieHHa BcTpedaeTcs y |
Ha 3—3,5 ThIC., HOBOPOXIEHHBIX MaJIbUYMKOB, OOBIYHO
MmaHupectupyeT B Bospacte 1,5—3 ner. JAunatanumoH-
Hasl KapAWOMMOTATUs pa3BUBaeTCs MeIJIEHHO, HO HO-
CHT TIPOTPECCUPYIOIINIT XapakTep. TUMUIHO yKOpode-
HUe nHTepBaja P—R, OTKIOHEHUE IIEKTPUUECKOI ocu
cepalla, pacHpocTpaHeHHble (UOPO3HBIE M3MEHEHUS
B MMoOKapae. B KIMHWYECKOW KapTUHE HOMUHUPYET
MHOTIATUYECKUIM CUHIPOM, YTO MPUBOAUT K OOE3IBU-
SKeHHOCTH aeTeit. [To Mepe yTpaThl MOTOPHBIX (DYHKIIHIA
MPOTPEeCCUpPOBaHUE AUJIATAIMM CEpAlla U CUMIITOMOB
CeplIeuyHON HEeIOCTaTOYHOCTH HECKOJBKO 3aMeIsieT-
ca. Ilpu muomuctpodun bekkepa yTrpata MOTOPHBIX
(YHKIMIT TIPOMCXOAUT TOpas3ao MeIJIeHHee, B TO XKe
BpeMs opaXkeHue cepllia pa3BUBaeTCs 0oJjiee ObICTPHI-
MM TeMITaMU, XapaKTepHa BbIpaskeHHass CUCTOTMYECKasT
nUCGYHKIIMS, TsXenas cepaedyHass HelIOoCTaTOUYHOCTb,
nuddy3Hbiit  kKapauockiepo3 [12].  HuuataunoHHast
KapAMOMUOIIATUSI B COYETAHWM C HapYUIEHUSIMH Cep-
JIEYHOTO PUTMa Y TTAIIUEHTOB C CUMIITOMAaMH MUOITATH U
1/WJA BBICOKUM YPOBHEM KpeaTUHKWHA3bl TpeOyeT MC-
KJTIOYEHHWST HEePBHO-MBIIIEUHOTO 3aboseBaHust. Jluar-
HO3 BepHULMPYETCS O pe3ysbTaTaM TeHEeTHYeCKOTO

TECTUPOBAHUS, CIeAyeT MOAYEPKHYTh, YTO B TUX CIY-
yasiX Topasao Yallle BBISIBISIETCS TeHEeTUUEeCKUI ne(eKT
(62%), yem mipu ceMeiHBIX (25%) W cripopagryecKux
(8%) cayuasix kapornomuornatuu [1].

NnuonaTnmyeckass AWIATAIIMOHHAS KAPIMOMHONATHS:
y 50—60% mauyeHTOB omnpeAeeHHas STUOJIOTHST 3a00I1e-
BaHUST HE BBISBISIETCS, B 9TUX CITyJasiX KapAUOMMOITATHS
Kinaccuguumpyetrcs: Kak uauonatudeckas [3]. Ilo manH-
HBIM TIOCJIETHUX UCCIIEMOBAHWIA, CPEAN STOM TPYIITHI Ta-
LIMEHTOB CceMeiiHas arperauusi 3a0ojeBaHUSI BapbUpYET
o1 20 10 30% ciy4aes [13]. DMIIUPUIECKUiT PUCK HATTMYUST
MOM00HOI MaTOJIOTUN Y APYTUX YJIEHOB CEMbU — HE MEHee
6%; ecnu mopaxkeH Ooyiee YeM OIWH POICTBEHHUK Tep-
BOI1 CTETNIEHU POJICTBA, PUCK KapAMOMUOTIaTUN BO3pacTaeT
10 50%. TlpudeM y psima poACTBEHHUKOB 00JIE3Hb MOXET
npoTeKarb cyoknnHuyecku. O cemeiiHoil hopme cremyeT
JIyMaTh, €CJT TUJIaTallMOHHAs KapAMOMUOIIATUST BBISIBIISI-
ercs y MpobaHaa MU'y OJHOTO M3 POJCTBEHHUKOB IEepPBOI
CTETIeHW POJICTBA, a TakXKe IMPU HaJWYUU B POAOCTOB-
HOIi cllyyaeB BHE3alHON CeplevyHoll CMEPTU B BO3PACTe
1o 35 net. [1pu 3TOM yYUTBIBatOTCSl OOJIBIITNE KPUTEPUM:
paciMpeHre TTOJIOCTH JIEBOTO Xeymouka (6oJiee NIBYX
CTaHJAPTHBIX OTKJIOHEHMIT), CHUKeHHE (hpaKLIMU BBIOPO-
ca MeHee 45%, a TakKe MaJible KpUTEPUU: HEOOBSICHUMAST
aput™Musi — GUOPWLISILIKS, CYNPaBEHTPUKYISIpDHAS Ta-
XMKapausl (C 4aCTOTON CepAevYHBIX COKpallleHUWil Oosee
120 B MUHYTY), >KeJIyT10YKOBasi 9KCTPACUCTOJHSI, yBEIUYE-
HUE KOHEYHOTO AMACTOJMYECKOTO JaBJICHMS JIEBOTO Ke-
nynouka 6onee 112%, cHkeHue Ghpakimu BeIOpoca Me-
Hee 50% (o Teiixounblly), cerMeHTapHasi CUCTOIMYECKast
MUChYHKIIMS, aTPpUOBEHTPUKYIsipHas Oisokana IIb tuma
II crenmenu, BHe3amHasi cepuevyHasi CMEpTh B BO3pacTe
no 50 yet. JInarHo3 cemMeiHOM AuylaTallMOHHON KapIuo-
MMOIIATUY CTAaBUTCS Ha OCHOBAHWUM JBYX OOJBIIMX KPU-
TEPUEB WU OHOTO OOJIBIIIOTO + OTHOTO MaJIOTO WJIA TPEX
MaJtbiX Kputepues [13, 14].

l'eneruyeckue acnektsl. [locienHue roabl xapakTe-
PU3YIOTCST 3HAYMTENLHBIM TIPOTPECCOM B M3YyYeHUU Te-
HeTnyeckKnx akropoB 3abojeBaHus. CIEKTp TeHOB
Ype3BbIYATHO IHMPOK, YTO 3aTPYAHSET MPOBEICHUE MO-
JIEKYJISIPHO-TEHETUYECKOTO  TECTUPOBAHUS.  BBISIBIEHBI
MyTaluy B TeHaX, KOMUPYIOIIMNX OEIKM Pa3TNnIHbIX CTPYK-
Typ KapAMOMMOIIMTOB: LMTOCcKenera (reH DMD — OGe-
Jok nucrpoduH, Des — necmuH, VCL — MeTaBUHKYJIWH,
SGCD — capKOTJIMKaHOBBIN KOMIUIEKC), CapKOMEPHOTO
komrutekca (ACTC1 — aktuH, MYH6 — anbda-cyonenu-
HULA TsDKeJoil nenu muosuHa, MYH7 — Geta-cyobenu-
HULIA TsDKeJIoi 1enu Muo3uHa, MYPN — muonannaavH,
TNNT2 — tponionuH, TTN — TATUH), BHYTPEHHE siaep-
Hoit MeMOpaHbl (LMNA — namun A/C, EMD — smepun),
Z-nuckoB (ACTN2 — anvda-aktuH 2, TCAP — TuUTUH-
kor, CSRP3 — mucrteMH M TIWMLOWH OOOTalleHHBIN Oe-
JIOK 3), MUTOXOHIpUaIbHO MeMOpaHbl (7TAZ — Taa3uH)
[13, 14]. Tun HacnemoBaHUs 3a0o0eBaHUS U UACHTUDU-
LIMpOBaHHAasI MyTalldsl B HACTOSIIIIEe BPeMST YKa3bIBAIOTCS
npu ucnonbzoBaHuu MOGE(S) kiaccudukaimu kapauo-
muornatuii, (M — mMopdodyHKIIMOHaNIbHAS XapaKTepH-
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Tabauya. MyTanuu OCHOBHBIX TeHOB NPH TUJIATAIIMOHHON KAPIHOMHONATHH C AyTOCOMHO-TOMHHAHTHBIM TUIIOM HACJIEIOBAHUS
Table. Mutations of the main genes in dilated cardiomyopathy with autosomal dominant type of inheritance

Ten Beinok Dynkuus 0 OJ\I‘.\Q/IIM ;I;Tc:::;;
LMNA s 4G ]\Cdzlp\)/[)g;TayP?S/ IeH CTaOUILHOCTU BHYTPEHHEH SIIepHOM 150330 0,06
MYH6 aJib(ha-MUO3UH TSKEJIbIX LIeTIei Bbenok capkomepa; MBILIIEYHOE COKpallleHUe 160710 0,043
MYH7 0OeTa-MUO3UH TSIKEBIX LIETIeH Benok capkomepa; MBILIIEYHOE COKpallleHUe 160760 0,042
MYPN MUOaIaguH Benok capkoMepa; MblllIedHOE COKpalieHue; Z-muck 608517 0,035
TNNT2  cepneuyHblii TpOrmOHUH T Bbenok capkoMepa; MblllIeYHOE COKpallleH1e 191045 0,029
SCN5A HaTpUeBbIe KaHAJIbI KoHTpoJib HAaTpUEBBIX MIOHHBIX KAHAJIOB 600163 0,026
MYBPC3 C cBa3bIBalollinil 0eJI0OK MUO3MHA  beslok capkomepa; MbIIIEYHOE COKpallleHue 600958 0,02
RBM?20 RNA-cBsi3bIBatonii 6eJ10K PHK cBs3biBatoniuii 6€10K criiaiicocom 613172 0,0019

cruka, O —opraHHoe BoBiiedeHue, G — TUI HacJIeI0BaH S,
E — MyTaimsi B KOHKpETHOM reHe, S — (PyHKIIMOHAIbHBII
Kiacc cepneyHoit HenoctatouHocTu mo NYHA) [15].

Ilpu cemeliHO# nUJIaTallMOHHON KapAWOMMUOIATUMN
yalle BCero BhISIBJIIETCSI MyTallus B reHe JlaMmruHa. B aTom
clyyae XapaKTepHbl pa3JIMYHble HAPYIIEHUST CEPACYHOTO
putMma (CyrparnaBeHTPUKYJISIpHAs W XKeJyJouKoBasl Ta-
XUKapAusl, TpereTaHue Tpencepanii) U MpoOBOAMMOCTUA
(cuHApOM c1aboCTU CMHYCOBOTO y3/1a, aTPUOBEHTPUKY-
JIsipHasi Oyokana, OjioKama JIeBOl HOXKM Tyuka [uca),
YTO CO3[AeT TMPEANOCHUIKM [JII BHE3aHOW CEepIedHON
cmeptu [13, 14].

Cpenn auiaaTallMOHHBIX KapAMOMUONATUI JOMUHU-
PYIOT ayTOCOMHO-JIOMUHAHTHBIE (POPMBbI, OHU XapaKTe-
PU3YIOTCSI KJIMHUYECKOW BaprualOebHOCTbIO U TEHETU-
YeCcKOW TeTepOTreHHOCThI0. MyTalluu OCHOBHBIX T€HOB,
HacJielyeMble ayTOCOMHO-JIOMWHAHTHO, YacTOTa WX BbI-
SIBJIEHUSI TIPU AUJIATAallMOHHON KapAWOMMOTIaTUM TIPEeI-
cTaBJIeHBI B Tadmmie [13].

X-cleruieHHOe HacjieloBaHMe 3a00JieBaHUS Xapak-
TepHo msa Muoauctpodum JlromeHHa—bekkepa (reH
nucTporHa KapTUpPOBaH Ha KOPOTKOM Tiede X-Xpo-
MocoMbl — Xp21), a Takke TIpY MBIIIIEYHOU AUCTPODUN
OMmepu—/lpeiidyca (reHa amepuHa — Xq28). Hauboiee
yactasi X-cCleTUIeHHas OujaTallMOHHAsi KapAauoMMoTa-
THSI IETCKOTO Bo3pacta — cuHApoMm baprta (reH Tadasu-
Ha — Xq28) [9, 12].

AyTOCOMHO-pelleCCUBHbBIE (POPMBI TTPEUMYIIIECTBEH -
HO TIpeACTaBJIEHbl META0O0JUUYECKUMU KapIMOMHUOIIa-
TUSIMU. MUTOXOHIPUATBHO, TIO0 MAaTePUHCKOW JIMHWMU,
C BBICOKMM PHUCKOM HACJIEIYIOTCS KapAWOMMOIATHUM,
00YCJIOBJIEGHHBIE TOYKOBBIMU MYTAlIUSIMU TEHOB, JIO-
KaJqn30BaHHBIX Ha wMuToxoHapuanbHoit JIHK (reHs
tpaHcnioptHbix PHK — MTTLI, MTTL2, MTTK, MTTI,
MTTG v np.; TeHbI CYObeIMHUIL JbIXaTETbHBIX KOMILICK-
coB). 3aboJieBaHUSI, CBSI3aHHBIE C JieJielleld MUTOXOH-
npuanbHoit JIHK (knmaccuueckuit mpumep — CUHIPOM
Kepnca-Ceiipa), B pog0CIOBHBIX BCTPEUArOTCsI CIIOpaIy-
YyecKM U He Hacnenytores [14].

KpaiiHe BaXHBIM HarmpaBJIE€HMEM CJIelyeT CUYUTaTh
BbIJIEJICHUE MyTallMii, aCCOIIMMPOBAHHBIX C HEOIAronpu-

SITHBIM TE€YeHWEM KapIMOMMOITATUH, BBHICOKOW BEpOSIT-
HOCTBIO BHE3aITHOM cepreyHoit cmeptu. K HUM OTHOCST-
cst mytaunu B reHax LMNA, PLN, TPM1, TAZ, TNNCI.
HaubGonbmmii puck umeer myrtaius B reHe PLN (6enok
docdorambaH — peryasaTop CapKOIUIa3MaTUIEeCKOTO
KaJIbI[MEBOTO peTukynyma) [14].

CemeiiHble ciyyad 3a00J1€BaHUSI MOTYT OBITb CBSI-
3aHbl C MyTalUMSIMU HE TOJBKO B TeHaX, KOIUPYIOIINX
OeJIKM KapAMOMUOIIUTOB, HO M B T€HAaX, OIMpPEIeIsSIONNX
pa3BUTHE ayTOMMMYHHOTO BOCITaJIcHMsI B OTBET Ha aH-
TUTEHBI, aCCOIMMPOBAHHBIE C KapAWMOTPOITHBIMU BUPY-
caMM, YTO OTNpeleNsieT TpaHCcOOpMaLMI0 MHUOKapaAuTa
B IMJATAIMOHHYIO KapIMOMMOMaTHio. Tak, B KCIepH-
MEHTAJIbHBIX MOJIEJISIX OBLTO TTIOKa3aHO, YTO OTBET HA MM~
MYHU3AII0 MHOKapaa Crelr(UIeCKUMH CepaeYHBIMU
aHTUTEHAMM TeHeTUYeCKU aeTepMUHMpoBaH. Heobxo-
VMBI JaJIbHEMIINe UCCIeTOBAHUS B 9TOM HaIpaBJIeHUHN
JUTSI UACHTU(UKALIUA TeHOB, OTBETCTBEHHBIX 32 ayTOMM-
MYHHbIE (hOPMbI MUOKApAUTOB [5].

IIpornos. [lunaTauoHHAsT KapaAUOMUOTIATUS SIBJISI-
eTcsl TSKEJBIM 3a00JieBaHUEM C MPOTPEIUEeHTHBIM Te-
YyeHWeM W HeOJarompusITHBIM TIpOrHO30M. BMmecTe ¢
TeM BO3MOXHBI TPW BapWaHTa TE€YeHUs 3a00JeBaHUS:
61aTONMPUATHBIN, OTHOCHUTENBbHOW KIWHUYECKOW CTa-
OunmM3anuu, HeOIaronmpusaTHBIN. Pe3ynpraThl KaTta-
MHECTUYECKOTO HaOIIOAeHUS 3a OOJBbHBIMU B T€YeHUE
1 Toma AEMOHCTPUPYIOT KpaliHe IMMPOKYI0 Bapuabeb-
HOCTB JIETATbHBIX UCXOAOB — OT 5,7 mo 59%, B cpemHeM
26—30%. I1pu HaGmoaeHUY 3a GOJIBHBIMU B TEUEHUE 5 JIET
CMepPTHOCTh yBenmuuBaeTcs 10 35—40%, a 3a 10-neTHWMiA
nepuon — 10 55% [16]. 1o gaHHBIM MPOIOJIKUTETBHO-
ro HabmoneHus (10 ser) 3a 1eTbMU B BO3pacTe OT 5 Mec
1o 15 e, OmaronpusaTHOE TeYeHUE Mpollecca OTMEYESHO
B 14% cny4aeB, TpeMMYIIECTBEHHO Y OOJIBHBIX PaHHETO
BO3pacTa, cTabumsanus npoiuecca — B 21,1%, K Tuioxomy
MPOTHO3Y OTHeceHO 64,8% ciydaeB. B mocieaHue rompl
3a cyeT GoJiee IMMPOKOTO BHEAPEHUSI B TIPAKTUKY TPaHC-
MJIaHTAIMY BDKMBAEMOCTb IeTell yBeanuuach [16, 17].

Bospact nebrora 3abojieBaHUSI U TSKECTh Cepley-
HOW HEJIOCTaTOUHOCTH OKa3bIBAIOT BIMSIHME HA TIPOTHO3.
YcTaHOBJIEHO, UTO BhIpaXkKeHHasl cepledHasl HeooCTaTou-
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HOCTb YXe B Hauajie 0OJIE3HU acCOIMUpYeTcsl ¢ Hebaro-
MPUSITHBIM TIporHO30M. Kpome Toro, Biausier Ha TTpOrHO3
9TUOJIOTHUS AUIaTallMOHHOM KapauoMunaTuu. B uccieno-
BaHUM, MpoBeeHHOM B HoBoit 3enaHanu, ycTaHOBJIEHO,
YTO JIETU C CeMeitHOl (hOpMOIl MMEIOT XYW TTPOTHO3
MO0 CPaBHEHUIO C MIMOIATUYECKON M MUOKapaAWTHUYe-
CKoOI1 KaparoMuoratusiMu [16]. B apyrom uccinenoBaHun
MOKa3aHo, YTO HEeOJAarompusITHBIA TPOTHO3 XapaKTepeH
IJIST TAJIaTallMOHHOM KapAMOMUOIIATUM, BO3HMKAMOIIEH
Ha (oHe TPOrpecCUpyoIleil MbIIIEYHONH IUCTPOhUH,
U TIpY uavonaTudeckoit opme. Hanmyuimii mporHos xa-
paKTepeH Uil ieTeil ¢ MuokapauTom [17].

Bosnblilioe 3HaUeHUE MMEET BblEIeHUE HeOIaronpusT-
HbIX (haKTOPOB MPOTHO3a — TJIAaBHBIM (haKTOPOM CITYKUT
CHUXXEHUEe CUCTOJINYecKOi (pyHKIMM cepaua. CHUXeHue
¢paximu BeIOpoca ieBoro xkenynouka meHee 0,30 siBisieTcst
OCHOBHBIM  3XOKapauorpauyeckuM MpOrHOCTUYECKHU
HeOJIaronpUsITHBIM MapKepoM IO JTaHHBIM OOJIbIITMHCTBA
WCCIIeIOBAHMI; TaKXKe UMeeT 3HaYeHUEe BbIpaskeHHAs! MU-
TpajibHasl ¥ TPUKYCIHUIATbHAs HEIOCTaTOUHOCTD, JIETOU-
Hasl tunepteH3us. K ajeKTpoKapanosIornyeckuM MapKe-
pamM HeOJaronmpusiITHOTO TMPOTHO3a MPU IWJIaTallMOHHOMN
KapIMOMMOTIATUU CJIeAyeT OTHOCUTh OJIOKamy BEeTBEi Jie-
BOI HOXXKM myuka [uca, Hamnume riryooKoro 1 mmMpoKoro
3ybO1a Q, meperpysKy Ipeacepauii, KeayaIouKoBble Hapy-
IIEHUSI CEpPIEeYHOro pPUTMA, MIIEMUYECKUE W3MEHEHMUSI
npouecca penonsipu3auuu [17].

HeoOxonumbl gajnbHeIme uccieaoBaHusl Mo OlIEHKe
poau (UOPO3HBIX M3MEHEHWI B MMOKapje 1O JIaHHBIM
MarHUTHO-PE30HAHCHON Tomorpaduu ¢ TagoJUuHUEM
B TIPOTHO3€ TE€UEHUS AWIATALIMOHHOW KapAMOMUOIIATUU.
Tak, ¢purbOpo3HbIE UBMEHEHMSI B CPEHEe 4acTM MHUOKap-
NIUAJIbHOM CTEHKU BBISIBJISIIOTCSI Y TIOJIOBUHBI B3POCIIBIX
MalMeHTOB C OUJIaTallMOHHOM KapIuoMMoNaThel, Jaile
Mpu TOCTMUOKapauTuieckoir ¢dopme. [pumevarenabHo,
YTO OTCYTCTBME (MOpO3a acCOLUMUPYETCS C BO3MOXKHO-
CTBIO OOpaTHOTO pPEeMOJEIMPOBAHUS MHUOKapjaa, YJIyd-
IIEeHUeM KJIMHuYeckoro craryca. ClreayeT ydWUTHIBATh,
yto (pUOpPO3HBIE M3MEHEHUsI — 3TO MOPQOJIOTMUECKUt
cyOcTpar 111 BO3HUKHOBEHHUSI HapyIIEHW CepaedyHOro
putMma [18]. HeoOxomumbl manbpHeNIIe MCCIeIOBaHMS
C LIeJTbIO YTOUHEHUS posiu (PUOPO3HBIX UBMEHEHUI B MUO-
KapJie ¥ MporHo3a 3a00JIeBaHUs Y JACTe.

OnpeneaeHHY0 MOMOIIb B YTOUYHEHUN HeOJIaronpu-
SITHOTO TIPOTHO3a JWJIaTallMOHHOW KapAMOMHUOIMATU!
OKa3bIBalOT OMOXMMUYECKHE MapKephl, TaKue KakK ypo-
BeHb HATPUNYPETUUECKOTO TENTHIAa U YyBCTBUTEJIbHO-
ro TPOIIOHWHA. YCTAaHOBJIEHO, YTO MOBBIIIIEHUE B KPOBU
YPOBHSI UYYBCTBUTEJBHOTO TPOITOHWHA SIBJISIETCSl He3a-
BUCHUMBIM TMPEIUKTOPOM HEOJIaronpusiTHOTO TPOrHO3a
Yy B3POCJIbIX MAlMEHTOB C JAWJIATallMOHHOW KapIuOMUO-
natueii. [ToBblllIeHHas1 KOHIEHTPAIMsI BHICOKOUYBCTBU-
teabHOTO TpornoHuHa c¢TnT (>0,01 Hr/mn, Haubonee
3HauuM ypoBeHb >0,03 Hr/mu) accouuupyercs ¢ cep-
NIEYHBIMU  COOBITUSIMM  (TOCTIMTAJIM3AIMSI  BCJIEICTBUE
JIEKOMTIIEHCAIIUM CEPIeYHON HEeIOCTaTOUHOCTH, BHE3all-
Hasl ceplevHasl CMepTh, CMEPTh OT JI€KOMIIEHCUPOBaH-

HOIi cepieuHOl HEOCTATOUHOCTU). YBEIMUEeHUE YPOBHSI
CEepIeYHOTO TPOTIOHWHA OTPaXKaeT IPOMOJIKAIOIIMIACS
Tporiecc MOBPEXICHUS KapIUOMHOIINTOB, YTO COUYeTa-
ercs ¢ KiMHuYeckum yxyamenuem [19]. K coxanenuto,
B TIEIUATPUIECKON TIPAKTUKE IMOMOOHBIC MCCIICIOBAHUS
0O HACTOSIIIIETO BPEeMEHM OTCYTCTBYIOT. Jlpyroit Mapke
HEOJIaTOTIPUSTHOTO TEYeHUS] OOJIE3HW — 3TO YPOBEHB
HaTpuilypeTnyeckoro nentujaa. B uccienoBaHuu, npo-
BEIIECHHOM Y JieTeil paHHero Bo3pacrta (1o 2 JIeT) ¢ Iu-
JIATaIIMOHHOW KapIUOMMOIIaTHel, OBUIO YCTAaHOBJICHO,
YTO TIOKA3aTesb HATPUIYpEeTUYeCKOoro TemnThaa Oosee
140 rir/mJ ciay>XuT NpearuKTopoM HeOJIaronpusiTHOro Te-
qeHwust 3aboneBanms [20].

BHe3annas cepmeuHass cMepTb. YacToTa BHE3aImHOU
CMEPTH Y B3POCIIBIX OOJIBHBIX C IMIATAIIMOHHOMN Kapauo-
Muonatueir Komebnercs ot 18 mo 23%. Yacrora BHe3ar-
HOI1 CMEPTHU Y JieTeli ¢ 9TUM 3a00sieBaHeM HUXe — oT 1,5
1m0 4%, B OOJBIIMHCTBE CIIy9aeB MPUIMHA JIETATLHOTO
ucxoma — apuTMWM. HapylmeHus cepmedHoro putMa
HOCAT KaK OpaguKapaIuTUYeCKUii  (aTpMOBEHTPUKY-
JsIpHast OJ0Kama), TaK W TaxXUKapAWUTUISCKUN XapaKTep
(HeycToitumBas kenymoukoBasi Taxukapaus). K dakro-
paM pucKa BHE3aITHOW CMEPTU OTHOCSITCS TOIuMOpd-
HBIE XeJTyI0YKOBBIE SKCTPACUCTOJNBI, OCOOCHHO paHHUE
W/WINA CTIapeHHbIe, HEYCTOMUMBAsT JKETyIOUYKOBas TaxXv-
Kapausi. Bmecte ¢ TeM HapylieHWsI CepledHOrO pUTMa
He SIBIIIOTCST HE3aBUCHMBIM (DaKTOPOM pHCKa BHe3arl-
HOU CMepTH, TaK KaK OHU TECHO COTIPSDKEHBI C JICBOXKe-
JIyTOYKOBOM AuchyHKIMel. B ciyyae BHe3armHoit cMepTr
OTMEYEHa BBICOKAST YacTOTa (hMOPMIUISIINN KETyITOYKOB,
€e MOSIBJIEHUIO CIIOCOOCTBYET PE3KOE HapyllleHUe Hacoc-
HOU (DYHKITUY MCUEePITaBIIeTO CBOU BO3MOKHOCTH JICBOTO
JKeJTyZIouKa U TIOBBIIIIEHUE AaBJIeHUs B ero nojioctu [21].
Hapymrenust mpoBeneHUsT (aTpHMOBEHTPUKYIISIpHAS OJ10-
Kajia, CUHAPOM CJIab0CT CUHYCOBOTO y3/1a, MoHas 0J10-
Kaja JIeBOil HOXXKM Mmydka [ca) Takxke ciyxkaT (haKTopoM
pYiCKa BO3HUKHOBCHUSI BHE3AITHOU CEpACYHON CMEpTH,
Yale OHW BCTPEYAIOTCS PU TUTATAITMOHHON KapIuMUO-
naTtuu, 0OyCIOBJAEHHON MyTalluel B reHe jamuHa [ 13].

BaxxHbIM (DakTOpOM, YBETMUMBAIOIIUM PUCK BHE3aIl-
HOW CepIeYHON CMEepTH, CUMTAeTCS] MHUOKapIUaTbHBIN
¢Gubpos, Kak cyocTpaT IS BOBHMKHOBEHUS KEIyl04-
KOBBIX apUTMMIA. YCTaHOBJIEHO, 4TO (UOpo3 OoJiee 4yeM
B 30% ciry4aeB accOIMUPYETCST C BRICOKUM PUCKOM BHe-
3aMHoOM cepaeuyHoii cmept [18].

st ompenmesieHUsT pHUCKa BHE3aITHOM CepaeuyHOi
CMEpTH BaXXHBI MaHHBIC TEHETUIECKUX WCCICTOBAHUIA.
BhIsIBIIEeHBI MyTallMy, TOBBIIIAIONINE PUCK KU3HEYTPO-
JKAIOIINX HapylIeHu putMa. K HUM OTHOCATCS MyTallin
B reHax pocdonambana PLN (HauboJsiee BBICOKUI PUCK),
namuHa LAMA4, anbda-Tporniomuosuna 1 (TPM1), men-
neHHoro tporioHuHa C (TNNCI) [14].

Jleyenne. OCHOBHBIM HallpaBJIeHUEM B JICUCHUU Je-
Tl ¢ OWIATAITMOHHOW KapAMOMHUOTIATHE SIBJISICTCS
KOPPEKIINsI CepIeYHON HEIOCTaTOUYHOCTH. Pe3yabraTsl
KPYITHBIX MHOTOILIEHTPOBBIX PaHIOMU3WPOBAHHBIX TJia-
11e60 KOHTPOJIMPYEMBIX WCCIIEIOBAaHUNA YOEIUTEIIHHO
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MPOAEMOHCTPUPOBAJIM, YTO TIPUMEHEHWE WHTUOMTOPOB
aHTMOTEeH3UHITpeBpallaIiero epMeHTa Mnpu JIeYeHU N
XPOHUYECKON CepAeUYHON HEeIOCTaTOYHOCTH Y B3POCIBIX
MalMeHTOB 3HAYMTEIbHO CHUXAET CMEPTHOCTD, YacTOTYy
rOCTIMTaIN3allnii, TTOBBIIIIAeT Ka4eCTBO XU3HU. JlaHHBIE,
MMOJTy4EHHBIE B XOJIe 3TUX MCCIeN0BaHUI, ObUTM 3KCTpa-
MOJIMPOBAHBI Ha JETCKYIO TomyJisiinio. CorjaacHO peko-
MEHAALMSM TI0 JIEYSHUIO XPOHUYECKOM CepeuHO He0-
CTaTOYHOCTH B TEAMATPUIYECKON MpaKTUKe, Ha3HAuUCHNe
MHTMOMTOPOB aHTMOTEH3MHIpeBpalialiiero GepmeHra
OTHOCUTCSI K TIEpBOMY KJacCy TMOKa3aHWMl ISl JIeYeHUSI
CUMIITOMHOI CEp/IeYHON HEAOCTAaTOYHOCTU, TIPU 3TOM
JIeyeHre HAYMHAETCsI C HU3KOM J03bI C TIOCTETTEHHBIM TH-
TpOBaHUEM JI0 MaKCUMaJIbHO nepeHocumoit. [1pu acum-
MITOMHOI CEepIeYyHOIl HemocTtaTouHOCTH (cTamusi B) mo-
KazaHWsI K Ha3HAYeHWIO 3TUX TIperapaTtoB OTHOCSTCS
K ITA xmaccy [22, 23]. OTMe4YeHO MO3UTUBHOE BIIUSIHUE
KaroTeHa M 3Hajarnpuia Ha (pakiuio BbIOpoca JEBOTO
Xejynouka. BMmecte ¢ TeM paHIOMU3MPOBAaHHBIE KOH-
TPOJIMPYEeMbIE UCCIIEIOBAHUS 110 MPUMEHEHUIO NHTUOM -
TOPOB aHTMOTEH3WHIIPEBpalllatolero (pepMeHTa y nerei
C TWJIaTallMOHHOW KapAMOMUONaTUEN OTCYTCTBYIOT.

B MHoOroumMciIeHHBIX paHIOMU3UPOBAHHBIX HCCIIe-
JIOBaHUSIX, TIPOBEICHHBIX Y B3POC/bIX TAILIMEHTOB, ObLIO
MPOJIEMOHCTPUPOBAHO, 4YTO [-0JIOKATOPBI YJAY4IlIAOT
(byHKIIMIO cepliiia, CHUXAIOT TIPSIMON TOKCUYECKU 3-
(ekT HOpagpeHaqWHaA, YMEHBIIAIOT YacTOTy CepASeYHBIX
COKpalleHUl, YIJIUHSIS TIPYU 3TOM JAMACTONY, OKa3bIBalOT
aHTMapuTMuYeckoe nerictBue. Hanbomee yacrto mis sie-
YeHUsl CepAeYHON HEeTOCTATOUHOCTHU Yy OOJIbHBIX C AujIa-
TAallMOHHON KapAuoMUONaTUel MPUMEHSIETCS] KapBeau-
JIOJT; TIpeTiapaT OTHOCUTCS K aipeHO0I0KaTOpaM TPETheTo
MOKOJIEHUS, OH JIEHCTBYET Ha B- U 0, -aPEHOPELIENTOPBI.
KapBenuion cHukaeT npeaHarpy3Ky Ha cepjile, TOpMO-
3UT HEWPOTOPMOHAIbHYIO Ba30KOHCTPUKTYPHYIO aKTH-
BallMiO, OKAa3bIBaeT JIUTEJbHOE AHTUTUITEPTEH3UBHOE
W aHTUAHTUHAJIbHOE IEWCTBUE, HE UMEET COOCTBEHHOU
CUMITATUKOMUMETUYECKON aKTUBHOCTU, TOPMO3UT TIPO-
Judepalno TIagKOMBIIIEYHBIX KJIETOK, objiagaeT aH-
TUOKCUJIAHTHBIMU CBOWCTBAMM, YTO OOECIIEUMBAET €ro
MaKCUMaJIbHBIT KapAUOMPOTEKTUBHBIN 3 HEKT.

B Hacrosiiiee Bpemsi TIpOBeACHBI PaHIOMU3UPO-
BaHHbBIE WCCJIETOBAHUS MO U3y4eHUO0 3(P(PEKTUBHOCTH
1 6e30IMaCHOCTH TIPUMEHEHUS KapBeIuJioa ISl JIeYeHUST
neTell ¢ IUIAaTAallMOHHON KapaIuoMMOITaTHEeil. YCTaHOB-
JIGHO, 4YTO TIpernapar CrocoOCTBYeT YBEJIMYEHUIO (pak-
1IMM BBIOpOCA, TIOBBIIIEHNIO (DYHKIIMOHAIBHOTO KJlacca
cepaeuyHoit HemocrarouHoctu [24, 25]. Haxe y nereit
C OWJATallMOHHOW KapIMOMUOTIATUEN C KpallHE HU3KOU
(paxumeit Beiopoca (MeHee 30%) u 1Y dyHKIIMOHATD-
HBIM KJIACCOM CEPJIEYHON HEJOCTATOYHOCTU TOCTUTHY-
TO YJy4YllIEeHWEe COKPAaTUMOCTM MUOKapia M (QYHKIIMO-
HaJIbHOTO COCTOSTHUSI, UTO TIO3BOJISIET CHSITh MAllMEHTOB
C JUCTa OXMIAHWS Ha TpaHCIUIAaHTaWio cepaua [25].
HccnenoBanusi mocyieqHero BpeMEHHU TMOKas3aayd BIIMSI-
HUE TEHETMYECKOro nojaumMopdusMa o- U B-aapeHope-
11enTopoB Ha 3¢hdeKTUBHOCTh KapBeauona. [Ipemapar

NEPELOBAS

oosnee oddekTuBeH y nereil Tpu  ToauMopdusMe
a2cdel322-325 a2-anpeHOpelenTopoB U TpU BapuaHTe
B1Arg389 u B2Argl6 B-agpeHoperienTopos [26].

JINypeTUKN OCTalOTCd HEOOXOOUMBIM KOMITOHEH-
TOM JICUEHUST CEepACYHOM HEeTOCTATOYHOCTU TIpU IU-
JIaTallMOHHOW KapauoMuonaTuu. JWypeTuKu ciemayer
Ha3HayaTh B COYETAHUU ¢ MHTUOUTOPAMU aHTMOTEH3WH-
MpeBpalaioniero depmeHra. 1o3a onpenensiercss MHIN-
BUIYaJbHO C YYETOM CTalUM CEPIEYHON HETOCTATOUHO-
ctu. B HacTostiiee Bpemst 60J1ee IIMPOKO UCTIONb3YIOTCS
MHWHEPATTOKOPTUKOUABI  (CITMPOHOJAKTOH). YUYUTHIBAs
OMBIT WX Ha3HAYEHUS B3POCIBIM, TIperapaThl CJIeIyeT
MPUMEHSTh U U1l JedeHust aeteit (I kiacc mokazaHuii)
[22]. JIurOKCUMH MOXKET MCIOJIb30BaThbCsl B KOMOMHAIIMU
¢ WHTMOWTOpPaMU aHTMOTEH3MHIIpEBpallamliero dep-
MEHTa U P-0oKaTopaMy MpPU COXPAHSIIOINIECs HU3KOM
dpaxkimy BEIOpOCA; TIPY 3TOM MPUMEHSIOT HU3KHUE T03bI
npenapaTta (KoHueHTpaius B kpoBu 0,5—0,9 Hr/mn),
Kjacc mokaszanuit Ila [22, 23].

HauGonbime ITHCKYCCUM BBI3BIBACT TMPUMEHEHME
WMMYHOCYIIPECCUBHOM Tepanuu JUIS JIEYeHUs] BOCTIa-
JINTEJILHOM JMJIATAlMOHHON KapAMOMUOTIATUM, a TaK-
e 3(P(HEeKTUBHOCT MMMYHOMOIETUPYIOIIEH Teparuu
Ha (oHe Has3HaYeHUS MMMYHOTJOOYJIWHOB. B xome
JIBOMHOTO paHIOMU3UPOBAHHOTO TUTaIle00-KOHTPOJIUPO-
BaHHOTO MCCJIeIOBaHUS TMoKazaHa 3((EeKTUBHOCTh NUM-
MYHOCYTIPECCUU JIJIsT JICYeHUsT BUPYCHETATUBHBIX (POpM
MHOKapauTa (KOMOWHAIWS ILIMKJIOCTIOPUHA W TIpe.-
HuzosioHa) [27]. B Hacrosiiee BpeMsl MCMOJIb30BaHUE
WMMYHOCYIIPECCUBHOM Tepanuu TpW J0Ka3aHHOM BU-
PYCHETATUBHOM MUOKApANUTE OTHOCUTCS K TTOKa3aHUSIM
IIa xmacca pekomeHmaumii. BMecte ¢ TeM B mociaemHNX
pEKOMEHIALMAX TIO JIEYEHUIO0 CepIeYHON HeT0CTaTou-
HOCTHU KOPTHUKOCTEPOUIbI He PEKOMEHIYeTCsl Ha3HavYaTh
npu Muokapautax y aeteit (kiacc 110) [22]. TpeOyroTcs
JajgbHelIe 6oJee KpyImHbIe NCCIIe0OBaHMS IS JOKa3a-
TeJbCTBA BO3MOXHOCTA UMMYHOCYTIPECCUBHOI Teparii.

Taxxke HeoOXomuMbl HccienoBaHUsS 3(PdeKTUBHO-
CTU MHTep(EpOHa B JICUCHUN SHTEPOBUPYCIIO3UTHUBHBIX
GopM BOCTIATUTENLHONW IUIATAIIMOHHOM KapIuoOMUO-
MmaTuu, aHaau3 3(G@MEKTUBHOCTU BBICOKMX 103 UMMMY-
HOTJIOOYJIMHOB TMPH ILIMTOMETaJIONO3UTUBHEBIX (hopMax.
ITo maHHBIM perucTpa KapaIMOMMOIIATHI, WCITOIb30-
BaHWE BHYTPUBEHHOTO WMMYHOTJIOOYJIWHA TMO3UTUBHO
JIECTBYET TIPU alleHOBUPYCITOIOXKUTEIBHBIX MUOKAPIH-
Tax Kak Ha yMeHbIIIeHWe BOCAIeHUsT, TaK U Ha Uppaa-
Kanuio Bupyca. B ciyuasix napsosupycHoro (Parvo B19)
MHMOKapaIuTa TMpUMEeHEHHe WMMYHOTJIOOYJIWHA TIPUBO-
A0 K KJIMHUKO-(PYHKIIMOHATBHOMY YJIYYIIEHUIO, OfI-
HaKo TIEPCUCTEHLMS BUpyca coxpaHstiack. Hykmaercs
B M3YYECHUH JT0303aBUCUMOCTh 3(PdekTa. Bmecte ¢ TeM
B MOCJEIHUX PEKOMEHIALMSIX IO JICYCHUIO CepHeYHOM
HEIOCTATOYHOCTH TMOKa3aHUs K Ha3HAYEeHUI0 WMMYHO-
TJTIOOYJTMHOB JUTS JIeYeHUSI MUOKAPAUTOB Y AeTeil OTHECe-
HbI TosTbKO K 116 kmaccy [22].

B cBs13u ¢ HeOMAroNMpHWsATHBIM TEYECHWEM JMIaTALlN-
OHHOWM KapIMOMHWOTIATUU Y JETel YacTO TMPOUCXOAUT

POCCUVICKWI BECTHUK MEPUHATOJIOMW U MEANATPUM, 2018; 63:(2)

12

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2018; 63:(2)



Jleonmvesa H.B. TIpobaeMbl COBpeMEHHOI TUATHOCTHKY ¥ JIEYCHUS TUTATAIIMOHHOM KapIMOMUOIIATHH Y JIeTeit

JleKOMITeHcallusl cepaeyHoi aesitenbHocTr. Llenbio ne-
YeHUsI JEKOMIIEHCUPOBAHHOW CEpAEYHON HEIOCTaTO4d-
HOCTH SIBIISIETCS JOCTMKEHUE KITMHUYECKOI cTabun3a-
LIV TTAlIMeHTa, BOCCTAHOBJIEHNE Mep(y3Uur B XKU3HEHHO
BaXXHBIX OpraHax, HOpPMaJIM3alus YPOBHSI CUCTEMHOTO
apTepuaibHOTO AaBieHus. s 2Toil 1eanm MCIob3y-
eTCs BHYTPUBEHHOE BBeIE€HWE WHOTPOIHBIX Tperapa-
TOB (MWIPMOH W/UIM HOOYyTaMWH) KakK TiepBasi JIMHUS
tepanuu lla knacc mokasanuii) [22, 28]. B nmociaenHue
BpeMsl TS JIeYeHUsI JeKOMIIEHCUPOBAHHOM CepIeyHo
HEIOCTATOYHOCTH CTajl TPUMEHSIThCS JIEBOCMMEHIIAH.
IIpenapar MOBBIIIAET YYBCTBUTEILHOCTh COKPATUTETb-
HBIX OenkoB K Ca?* myTeM CBSI3BIBAHMSI C TPOITOHU-
Hom C MMoKapaa B KaJlbIIMeBO3aBUCUMOM (hase, yBe-
JINUMBAET CWIIy CEPACYHBIX COKpAIIEeHWI, HEe BIUSIET
Ha pacciablieHre XeTyIo4KoB, OTKpbiBacT AT®d-uyB-
cTBUTeNbHBIe K¥-KaHambl B TIaAKWUX MBIIIIAX COCYIOB,
BBI3BIBACT pacciiablieHne CUCTEMHBIX M KOPOHapHBIX
aprepuii, ynaydimaer niepdysuto muokapaa. [Iperapar
Ha3HAYaloT MpHU Hed(POEKTUBHOCTY Tepanmuu J100yTaMu-
HOM, MIPUMEHEHHNE JIeBOCUMEHaHa OTHOCUTCS K MoKa-
3anusm 116 kmacca [22].

IMpomomkaoTcsl TOMCKU HOBBIX  JIEKApCTBEHHBIX
CPEACTB JJIS ICYEHUsI XPOHUYECKOM CeplaeyHOl HeJoCTa-
TOYHOCTH. B MocienHeM paHIOMU3MPOBAHHOM MYJTBTH-
LIEHTPOBOM HCCJIETOBAaHNU ObLIO JOKa3aHO, YTO MPUCO-
eMHeHe UBabpaanHa K CTAaHIAPTHOM Teparuu y AeTei
¢ IUIATallMOHHOM KapIuOMUOIATHEl yiIydinaeT QyHK-
LIMOHAJIBHBIN KJIACC CEePAEeYHON HEeIOCTaTOYHOCTH, TO-
BBIIIIAET CUCTOJNYECKYIO (hyHKIIMIO [29].

HuBa3uBHBIE METOIBI JieueHusA. B rmocieaHue TOmbI
o0cyXkImaeTcsl BO3MOXHOCTh TPUMEHEHUsI Kapauope-
CUHXPOHM3UPYIOIIEH Teparnuyd B JICUEHUW IUJIaTall-
OHHOI KapaumomuonaTuu. I[loKazaHUSIMU SIBJISTIOTCSI
pacmmupeHun QRS komIniekca Ha (poHe MOIaHOI 0JI0-
Kaabl JIeBOW HOXKHU Tydka [uca, cHUXKeHUe (pakiuu
BeIOpoca MeHee 35%, Hea(PEKTUBHOCTh CTAaHIAPTHOM
Teparuu cepAeIHON HeTOCTATOUHOCTH B TeUeHUE 3 MeC
(knacc nokaszanwuii I1a). YctaHoBIeHO, 4TO JaHHAS MTPO-
1eaypa CrocoOCTBYEeT yBeJUUeHUIO Ppakuuy BbIOpoca
U YMEHbBIIEHUIO (DYHKIIMOHAJBHOTO KJlacca CepaeyHOM
HEIOCTATOYHOCTH Y 71% B3pOCHbIX OONBHBIX C AUJIaTa-
LIMOHHOM Kapauomuornatueii [30]. B nerckoit mpakTuke
UMEIOTCS OTMCAHMS OTAENBHBIX CIyYaeB PeCUHXPOHM-
3UpPYIOIIE Tepanmuu, 0OAHAKO MHOTOLIEHTPOBBIE MCCIIE-
JIOBaHUS OTCYTCTBYIOT.

KpaitHe BaxkHast 3agadya — Mpo@uUIakKTHKa BHe3ar-
HOW CepIeYHON CMEPTH Yy eTel ¢ MUiIaTallMOHHON Kap-
JTUOMMOTATHEN TIyTeM WMITIAHTAlUU KapauoBepTe-
pa-nedpubpmwigTopa. B KIMHWYECKUX MCCIeOOBaHMSIX,
MPOBEIEHHBIX Y B3POCIBIX C 3TUM 3a00JieBaHUEM, ObLIO
MOKa3aHO, YTO WMIUIAHTALMS KapauoBepTepa-aedu-
OpWIISAITOpa YBEJIMYMBAET TPOJOJIKUTETHBHOCTh KU3HU
nauueHToB. B meTckom Bo3pacte MmogoOHBIX UCCenoBa-
HUI 0 HACTOSIIIIETO BPEMEHM He MPOBOIMIOCH. OIHAKO
pe3yIbTaThl JJTUTETLHOTO HAOMIONCHUS 3a IETbMU C JIU-
JIaTallMOHHOM KapAUMUOTIIaThE WU UMTIUTAHTUPOBAHHBIM

KapIuBepTEPOM-Ie(PUOPIIIITOPOM TTOKa3aIu, 4TO cpa-
GaTbIBaHMEe MPOU3ONLIO y 52% TMalMeHTOB, TIPU 3TOM
He OTMeYaJoCh 3HAYMMOTO CHIKEHUST CUCTOJMYECKOM
¢ynkunu [31]. BMecTe ¢ TeM CHUXXKEHUE CUCTOJIMYECKOM
(GYHKIIMU He SIBIIIETCS] OCHOBHBIM (haKTOPOM OTOOpa Tia-
LIUEHTOB JUTSI UMITIAaHTAllUKA KapauoBepTepa-aeduopu-
Jsaropa. Heobxonumo aanbHeiiliee u3yyeHue nokazaHuit
JUTSL OTOM oTepalliid Ha OCHOBAaHWM PaHIOMU3UPOBAH-
HBIX MYJIBTULIEHTPOBBIX UCCITEAOBAHWIA.

Tpancnnanramua cepaua. PedpakrepHocTh cepaed-
HOI HEIOCTATOYHOCTU K CTaHAAPTHOW KOMOWHUPOBaH-
HOI Tepamuu, pe3Koe CHIDKeHHMe (pakuu BbIOpoca
meHee 20%, 4-if (pYHKUMOHAIBHBIN KJIacC CepaeuHOM
HEIOCTaTOYHOCTH — TIOKa3aHWe K TpaHCIIaHTalluKu
cepnma. IlepBas ycrielHas OpTOTONMYecCKasl TpaHC-
rutaHTaumst pebeHky Onlia mposeaeHa B 1984 . B Espo-
ne BbinojaHeHo 500 TpaHCTUTaHTALMi ceplla mauueHTaM
B Bo3pacte 10 17 jet. JlumaranunmoHHass KapAUOMUOTIATHS
coctaBisieT 50% B CTpYKType MPUYMH TpaHCITaHTAllUKA
cepalia B TeAMATPUUYECKOM TpakTHKe. BBDKMBaeMOCTh
3a 1 ron coctaBisieT 93%, 3a 5 net — 60%, 3a 10 neT — 42%.
OCHOBHBIMU TIpOOJIeMaMU MPU TPAHCIUIAHTALIMKM CePILa
Ha IepBOM TOJly CUMTAIOTCS HEOCTATOYHAST THCTOCOBME-
CTUMOCTb M OTTOpXKEHME TpaHCIUIaHTaHTa, yepe3 3—10
JIeT — TIOSBJIEHUE OIyxoJieit, yepe3 10 jeT — omyxouu,
JTVCITUTIONIPOTENIEMUM, aTepocKiepo3. TakkKe BO3MOXK-
HO BO3HUKHOBEHUE TOCTPAHCIUIAHTALIMOHHOW Kapauo-
muonatuu. [Ipu TpaHCHJIaHTAUMU Cepilia NeTsSIM paH-
Hero Bospacta uepe3 10—15 et Bo3HMKaeT mpobjeMa
peTpaHCIUIaHTallMM, 4TO MeHee addexkTuBHO [28, 32].
HawuGonee yacTo TpaHCIUIAaHTAIIUIO Ceplia IIPOBOISIT JIe-
TSIM € ceMeitHoi ¢opmoii 3abosieBanusi. B Poccum ocy-
LIECTBUTh TPAHCIUIAHTALIMIO CEP/ilia IETSM HEBO3MOXHO
W3-3a OTCYTCTBUS 3aKOHOAATEIbHOM 0a3bl.

B Hacrosiee BpeMs ycriexu B UCCIEIOBAHUM TeHETH -
YECKMX aCIeKTOB KapAMOMMOTATHI TTOCTYXUIU OCHOBa-
HUEM JUTd U3y9eHUsI BO3MOKHOCTY TeHHOM Teparnuu. Ere
20 neT Ha3aja reHHas Teparus CepleyHOl HelT0CTaTOuHO-
CTH SIBJISLTACH ajieKoii MeuToit. B HacTtosiiiee Bpemst pac-
CMaTpUBAIOTCSI BAPUAHTHI BO3IEHCTBUSI HA TEHHBIE MyTa-
LIVU C TIEJTIO YIYIIIEHUST CUCTOIMYECKON (hYHKIIY JIEBOTO
JKeNymovka. [eHHas Teparmusl IUIaTallMOHHON Kapmauo-
MMOTIATUH TIpH O0J1e3HM JlfollIeHHa y3ke HauMHAET BXOIUTh
B KITMHUYECKYIO MPaKTUKY. [TpomomkatoTes nccienoBaHus
T10 OLIEHKE BO3MOXKHOCTH MCTIOTh30BAHMS CTBOJIOBBIX KJTe-
TOK, TIPEATOIaraeTcsl, YTo MOCIeAHNE MOTYT BbI3BaTh 9H-
JIOTEHHYIO perapaimo KapaAuoM1uouToB [32].

3aknovyeHue

JunaTanmoHHast KApIMOMMOTIATHSI OTHOCUTCS K HaM-
Oosiee TSKEJIBIM 3a00JIeBaHUSIM MUOKap/a, XapaKTepu3y-
eTCsT KpaliHe BhICOKOM MHBAJTUIHOCTBIO M CMEPTHOCTHIO.
OTuonorusi 3abojieBaHUsI KpaiiHe IIMpoOKa M CBs3aHa
Kak ¢ TTIepeHeCeHHbIM MUOKApIUTOM, TaK 1 ¢ METabO -
YEeCKUMM HapyIIeHUsSIMU, HEPBHO-MBIIIEUYHONM MaTOIO-
rueit. K coxajeHu1o, MCTUHHAS MpUYMHA 3a00JIeBaHUS
ycTaHaBIUBaeTCs TONbKO B 40—50% cirydyaes.
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B mocienHue rombl MOCTUTHYT 3HAYWTENBHBINA TPO-
rpecc B OMArHOCTUKE MeTaboIMJecKuX (opM auiarta-
IIMOHHOM KapaIWOMHUONATUM Ha OCHOBAaHWM BHEIPEHUS
HOBBIX METOIOB J1TaOOPAaTOPHOM ITWArHOCTUKU. PaHHSs
JIMAarHOCTUKA MeTabOoIMUeCKUX TPUYMH pa3BUTHS 3a00-
JIeBaHUS TIO3BOJISIET CBOEBPEMEHHO Ha3HAYMThH I1aToTre-
HeTUYecKoe JIeYeHNe U YIYJIIUTh MporHo3. Kpome Toro,
MMEIOTCST YCTIeXM B M3YYEHMM TEHETHUYECKOW MPUPOILI
Kapauomuornatun. OmnpeaeacHo 6OJIbIIOe KOJTMYECTBO Te-
HoB (60osee 30), KomUpPYIOIINX OeJKN pa3IMYHbIX CTPYKTYP
MHOKapaa, IedeKThl KOTOPBIX BeOyT K IUIaTallMOHHOM
kapauomuornatuu. [TokazaHa IMpokas BapuabeIbHOCTh
TUTIOB HacjenoBaHUsT 3a0oeBaHUsl. MOXHO HamesIThCs,
YTO CHUKEHUE CTOMMOCTU TeHETHMYECKOTO TECTUPOBAHUS
OyzeT crmocoOCTBOBaTh 0oJiee IIMPOKOMY €r0 BHEAPEHUIO
B KITMHUYECKYIO TTPAKTHUKY.
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Protective factors of the urinary bladder mucous membrane — the key to new approaches
of urinary tract infection therapy
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MovueBoii my3bIpb SIBJSIETCS YHUKAJIbHBIM OPraHOM, KOTOPbIii NMOABEPXKEH BO3/1EHCTBHIO PA3JIMYHBIX arpeccHBHbIX (aKTOpPOB —
OT MEXaHNYECKOr0 PACTSIKEHH 10 BO3/1eliCTBHS TOKCHHOB, COJIeii © MUKPOOPTaHU3MOB. J1J1s1 3a1MThI SNMUTEUS CAU3UCTOI MOYeBO-
TO My3bIPsl B POLIECCe IBOJTIONUH chopMupoBacs sl NPOTEKTUBHBIX MeXxaHu3MoB. Hapyienue wim oTcyTcTBHE 3THX MEXAHU3MOB
MOZKeT NPUBECTH K MATOJIOTHYECKUM COCTOSIHUSIM, B TOM YKCJI€ K PA3BUTHIO HH(EKINH MOYeBbIX MyTeii. V3yueHune u niy0oKoe NoHH-
MaHHe JAHHBIX MEXaHU3MOB MOXKET CIOCOOCTBOBATD MOSIBJIEHUIO Y COBEPIICHCTBOBAHMIO HOBBIX NMEPCHEKTUBHBIX METO0B Npodu-
JAKTHKM U JiedeHns nHGeKun MoYeBbIX myTeil. B npencraBieHHoi craTbe MOAPOOHO OCBEIIEHbI 0COOEHHOCTH CTPOEHHUS CIH3UCTOM
000/109KH MOY€EBOTO My3bIPsi H OCHOBHbIE MEXAHU3MbI M (hAKTOPBI €€ 3aIKUThI OT YPONATOTeHOB.

Karouesvte caosa: oemu, unpexuyus Moueswbix nymeil, YUCMUmM, MO4E60U NY3bipb, YPONIAKUHbL, YPOMEAULl, MUKPOOUOM, OeqheH3UHbL,
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Ana untupoBanuns: 3axaposa U.H., OcmaHoB U.M., KacesiHoBa A.H., Mymnaase 3.6., MayHeBa E.B., Jlynan U.H. [pOTeKTBHbIE HakTopb!
C/IM3NCTOV 060JI0YKM MOYEBOIO My3biPsl — KJH0Y K HOBbIM MOAX0AaM K Tepanuy MHOEKLUMN MOYEBbIX MyTeH. POC BECTH nepuHaTon v neamarp
2018; 63:(2): 16-21. DOI: 10.21508/1027-4065-2018-63-2-16-21

The bladder is a unique organ that is exposed to various aggressive factors — from mechanical stretching to exposure to toxins, salts
and microorganisms. To protect the epithelium of the bladder mucosa, a number of protective mechanisms have evolved in the course
of evolution. The violation or absence of these mechanisms can lead to pathological conditions, including the development of urinary
tract infection. The study and deep understanding of these mechanisms can contribute to the emergence and improvement of new
promising methods of prevention and treatment of urinary tract infections. The presented article details the features of the structure
of the urinary bladder mucous membrane and the main mechanisms and factors of its protection against uropathogens.
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BHaCTOHH_[ee BpeMsl BO3POC WHTEpeC MHcCcliefoBare-
JIell M KJIMHUIIMCTOB K mpoOjeMe MHMEKIUUu Mo-
yeBbIX TyTeil. PaHee cyiecTBOBaBIasi Ha MPOTSKEHUN
MHOTUX JIET napaduema cmepuibHOCHU MO4U 300pP0B020
Yea06eka B HacCTosiliee BpeMsi omnpoBeprHyra. [danexko
He Bceraa IosiBjieHre 0aKTepuii B MOYe CBUIETEbCTBY-
eT O pa3BUTUU BocmajeHusl. beccumnTomHasi GakTe-
puypus TIpeACTaBJsieT cO0O0i COCTOSTHME, MPU KOTOPOM
B MOY€ MPUCYTCTBYIOT OAKTepUU, HO BOCMAIUTEIbHBIN

OTBET He BbIpaxeH. MccienoBaHusi MOCIEIHUX JIET J0-
Kaszajau HeoOXOIMMOCTb MPUCYTCTBUS B MOYE 37I0POBOTO
yeJioBeKa pasHooOpasusi MUKpoopraHusmoB [1]. DToit
npobiemMe TMOCBAIIEHBl KaK 3KCIEepUMEHTabHbIe TakK
U KJIMHWYECKME MCCJIeOBaHMS, HalpaBJIeHHbIE Ha W3-
yuyeHHe MEXaHU3MOB B3aWMOJIECUCTBUSI MMKPOOPTaHU3-
MOB M 4YeJOBEYECKOTOo OpraHu3Ma Tpu MHGEKIIUU MO-
yeBbIX TyTeil. Ocoboe BHUMaHUE yIesieTcsl Impolieccam,
MPOUCXOMSIIIIUM Ha TOBEPXHOCTHU CIM3UCTON O0O0JIOUKHU
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MOYEBOTO TIYy3bIpsi. B TeueHWe TOCIeTHUX JIeT YIEeHbBIe
0o0paTuiii BHMMaHUE Ha COCTOSTHWE MYKO3aJIBHOTO M-
MYHWTETa, CBSI3aHHOTO CO CJIM3UCTON Pa3TUIHBIX Op-
raHoB. [Ipm 3TOM MOUEBOWl Iy3BIph paHee OBUT He3a-
CIyXXeHHO o0jiesieH BHUMaHueM [2]. TlepcrieKTUBHBIM
HaIpaBJICHNEM B HACTOSIIEe BpeMs SBIISIETCS U3yICHUE
HecIennPUIECKUX 3alIUTHBIX MEXaHU3MOB OT WH(pEK-
IIMOHHBIX W TOKCUYECKUX BO3ICHCTBUIA CIM3UCTON 000-
JIOYKU MOYEBOTO TY3BIPsI, a TAKKE BO3MOKHOCTU BIIHSI-
HWS Ha 3T MEXaHU3MBEI. B 3py opMupoBaHUs BRICOKOM
AHTUOMOTUKOPE3NCTCHTHOCTH JaHHOE HaTpaBIeHUE CO-
BPEMEHHOU HAyKU TIPEICTaBIISICTCS OCOOCHHO BasKHBIM.

CrpoeHue CIM3NCTON 000I0YKH MOYEBOTO ITy3bIPS

Y MJIEKOTTMTAIONTUX TTOBEPXHOCTH MOUYEBOTO TTy3bIPSI,
oOpallleHHast B €Tr0 TPOCBET, BBICTHIACTCS STUTETUEM,
KOTOPBIN B HACTOSIIIIEe BpeMsl TIPUHSITO Ha3bIBaTh ypo-
TeJIUEM, B3aMEH YCTapeBIEro Ha3BaHUS <«IEPEXOAHBII
snuteauit» [3]. Yporenauit cOCTOUT U3 TPeXIIECTH KJie-
TOYHBIX cioeB (puc.l): 6a3aabHbBIN CIIOI, ONVH WU He-
CKOJTbKO IPOMEKYTOIHBIX CJIOEB Y TIOBEPXHOCTHBIN CITOH
(M3 YHUKQJIBHBIX, OOBITHO JABYSICPHBIX KJIETOK, KOTOPHIC
Ha3bIBaIOT (DACETOYHBIMM, WK 30HTHYHBIME). [Tom ypo-
TeJIUEM JIEKUT TOACAU3UCTAs 000J04YKa, CcoIepxKallas
KPOBEHOCHYIO U TIUMGbATUYECKYIO COCYAUCTYIO CETh.

YpoTenuanbHbIE CTBOJIOBBIE KIIETKU PACITOJIOXEHBI
B 0asaJibHOM cjioe U CcHocoOHbI aAubdhepeHInPOBATh-
cs B APYTUE KIICTKU, BXOMSIINE B YPOTCIUATBHBIC CIIOU
MoO4YeBOro my3bips [4, 5]. [pynna aMmepukaHCKUX Uccie-
nosatesieid Bo rase ¢ K.Shin (2011) nposena akcnepu-
MEHT 10 MCCIIEIOBAHMIO aKTUBHOCTHU CTBOJIOBBIX KJIETOK
CTM3UCTON MOYEBOTO ITy3BIPST Ha XWBOTHBIX. [IpoBeme-
Ha TpaHCypeTpatbHas WHCTUJUIAINS YPOTIATOTCHHOTO
wrtamma Escherichia coli (UTI89) Mbiiam-camiam. O6-
HapyXeHO, UYTO JKCIIPecCusi Mapkepa Tpoiudbepan
xietok Ki67 B TeueHue 24 4 OT MOMeHTa WHMUIIMPOBa-
Hust wtaMmmoM UTI8Y Bo3pactasa oT moutu HyJEeBOTO
YpOBHS 10 72% B anUTEIUATBHBIX 1 10 28% B cTpOoMalib-
HBIX KJIeTKax [4].

OcHOBHas (PYHKITUST MOUEBOTO ITy3BIPST — Pe3epByap-
Has (cOop M XpaHeHHe MOYM 10 ee 3BaKyauuun). Cinsu-
cTast 000JI09Ka MOUYEBOTO TTY3BIpsI TIpUMedaTesbHa TeM,
YTO OHa MPEACTaB/sIET COO0N caMbIii HENMPOHUIIAEMBII
Oapbep B OpraHuW3Me, 3alluIlasi TKAHW OT TOKCHHOB,
HaKOIJIEHHBIX B Moue [2]. YpoTenuii sIBAsIETCS OAHUM
13 CaMbIX «MEIUIEHHBIX» [IMKITNIECKUX SITUTETUEB C 000-
poTHOI1 ckopocTbio oKojio 200 mHeit. Takas «monaroBey-
HOCTB» (DYHKIIMOHAIBHO HEOOXOAMMa, TaK KaK YPOTETHi
TOJKEH JIeWCTBOBATh KaK TIOCTOSTHHBIN HETpOHUIIae-
MBIi1 Oapbep [UTSI 3aIUTH BHYTPEHHEW CpeIbl OpraHn3Ma
OT TOKCWYHBIX BEMIECTB MOYW. YPOTEJINIA — OMH U3 HaU-
oosiee a(hheKTUBHBIX 0apbepOB OpraHM3Ma, iaxe OoJee
addexTuBHbId, yeM anuaepmuc [3]. bapbepHas QyHK-
IIAST YPOTEJUSI, a TAKXKE ero BhICOKasl TMOKOCTh BO Bpe-
MsI HaTIOJTHEHUST MOYEBOTO ITy3BIPST I MOUYCUCITYCKAHUSI,
TTO3BOJISIIONTAST  JTOCTUTATh 3HAYUTEIbHBIX W3MEHEHWI
B TUIONIAW TIOBEPXHOCTU YPOTENMS, TOMICPKUBACT-
cs1 Garomapsi TIOTHBIM COCAWHEHUSM W YHUKAJTbHBIM

alMMKaJIBHBIM MeMOpaHaM TTOBEPXHOCTHBIX 30HTHUYHBIX
KJIETOK, KOTOPBIE MTOKPHITH CBOEOOPa3HBIMU MEMOpaH-
HBIMU CTPYKTypaMHU — <«YPOTEITMATLHBIMU OJISITIIKAMI».
DT ONSAMKA 00pa30BaHBI YETHIPHMSI WHTETPATHHBI-
MM MEMOpaHHbIMU OesikaMu (puc. 2) — yporuiakuHaMu
(UP1a, UPI1b, UPII, UPIIIa). ITokazaHo, 4TO TeHETH-
yeckast abJsilusl OAHOTO MUK 0oJiee TeHOB YPOTUIAKUHOB
V MBIIIEH BBI3BIBACT TIOSIBIICHNUE TSKEJIOTO ITy3BIPHO-MO-
YETOYHMKOBOTO peduitokca, ruapoHedposa u ¢GopMupo-
BaHUE MTOYEYHON HeloCTaTOuHOCTH [3].

MuKpoOMOM MOYEBOTO My3bIPS — OJMH U3 (hakTOPOB 3a-
HIATHI OT YPOIATOTE€HOB

MHeHUe 0 TOM, 9YTO B MOUEBOM ITy3bIpe B HOPME MU-
KPOOPraHU3Mbl OTCYTCTBYIOT, B HACTOSIIIIEE BpeMs pac-
CMaTpPUBAETCSI TOJBKO C MCTOPMUYECKON TOUKM 3PEHWS.

3-6 cnoes
ypoTenuasnbHbIX KNeTok

CTBOJIOBbIE KNETKN BazanbHas membpaHa

Crsonosble

Makpodaru
poo KNneTku

"‘ Aennputhbie .@vBT-KnETKM

KneTkn

Puc. 1. CxemaTnyHoe H300paxKeHHe SMUTEINS MOYEBOTO ITy3bl-
p4 (mt. o [2]).
Fig. 1. Scheme of the epithelium of the bladder [2].

Puc. 2. CrpyKkTypa yYpOTEe/lMAJIbHBIX OJISLIEK, COCTOSIIUX
U3 yPOILUIAKMHOB.

a — 2JIeKTPOHHASI MUKPOCKOMNHS OBEPXHOCTH 30HTHYHO# KJIeT-
KM YPOTeJINsl MbIIN; 0 — N300pakeHne anuKaJIbHO MOBEPXHO-
CTH MBIIIMHOI 30HTHYHO!M KJIETKH, COJepKauleil ypoTeanab-
Hbie Os1smKku (P) ¢ rekcaroHaIbHBIMM MacCHBaMH YacTH 16 Hwm,
CBSI3aHHbIMM Mexkny co0oii cepuyeckumu mapuupasiva (H)
obaacTamu (muT. o [3]).

Fig. 2. Structure of urothelial plaques consisting of uroplakines.
a — Electron microscopy of the umbilical mouse umbel cell surface.
b — An image of the apical surface of a mouse umbrella cell
containing urothelial plaques (P) with 16 nm hexagonal arrays
of particles bound together by spherical hinge (H) regions.
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JlaHHbIe TOCIETHUX JIET CBUIETEIbCTBYIOT, YTO KOMMEH-
cajibHble OaKTepUu HACeNSIOT TOBEPXHOCTh CIU3UCTOM
MOYEBOTO TTy3bIPs, TaK Xe, KaK WU KOXY, M XeJyI0uHO-
KuieuyHslt TpakT [2]. [lpeacrasasier OosblIOi MHTEpEC
HCCIIeI0BaHNEe TPYMIIbl aMePUKAHCKHUX YUYEHBIX BO TJIaBe
¢ D. Fouts (2012), koTopble, UCMOJIb3Ysl CEKBEHUPOBaHNE
reda 16S pPHK (16S pIHK) u MeTanmpoTeoMuKy, Ormu-
cajqd MUKpPOOMOM MOYM 370POBBIX JIFOEH M MAllMEHTOB
¢ martoJyioruei cimHHOro Mo3ra [1]. [ToaydeHHbIE pe3yib-
TaThl JAHHOTO MCCJEIOBAaHMS TTO3BOJIMIN aBTOpaM Cle-
JIaTh PsII BBIBOJOB:

1. Moua, cobOpaHHasi ¢ TIOMOIIbIO PYTMHHOTO MeToja
(myteM CcBOOOMHOTO MOYEMCITYCKAHUSI W3 CpeaHei
MTOPIWH Y 30I0POBBIX MHANBUIOB WA C TIOMOIIBIO Ka-
TeTePU3alIM1 MOYEBOTO MY3bIPS Y MAIlUEHTOB CO CITH-
HaJIbHOW T1aTOJIOTUE!) He SIBJISIETCS CTePUSIbHOM;

2. MwukpobmoM MOYM Kak 3IO0pOBOTO 4YejoBeKa,
TaK 1 4eJIoBeKa C CIIMHAJIbHOW MaToJIOTUel, pa3inJya-
eTcsl B 3aBUCHMOCTHU OT T10J1a;

3. MukpoOMOM MOYM 300POBBIX JIOJEH ¢ OECCUMITTOM-
HO# OGakTepuypuell OTIM4aeTcsi OT MUKpoOuoMa ra-
IIMEHTOB CO CITMHAJIBHOM MaTOJIOTUEN U 0€CCUMITTOM-
HOI1 6aKTepuypueit;

4. CocrosiHue MMUKpOOMOMa MOYM TIAllMEHTOB CO CITH-
HaJIbHOW MaTOJIOTUEl 3aBUCUT OT MPOIOJIKUTEbHO-
¢ty 3a00J1eBaHMS M HAJTMYKSI MOYEBOTO KaTeTepa.
IMpennonaratorcst cieaywolMe OCHOBHBbIE MeXaHM3-

MbI 3aIIIUTHOTO IEUCTBUS TIpeACTaBUTEIE HOPMATbHOTO

MHMKpPOOMOMa MOYM B OTHOIIEHUW MPOMWIAKTAKNA WH-

(hbex1IMy MOYEBBIX TTYTE:

*  KOHKYPEHIIUS C YPONaTOTeHHBIMM IIITAMMAaMM 32 -
TaTeJIbHbIC BEIIeCTBA U YUaCTKHM ISl aiTe3U N,

*  TIPOAYKIIMS 6AaKTePUOLIMHOB;

* MpegoTBpalleHue 0Opa3oBaHUsI OMOIIEHKH [6, 7].
Hecnemaduueckne hakTopbl 3aMMTI CIM3HCTOH 000-

JIOYKM MOYEBOTO IMy3bIps
Cnusucrass MOYEBOTO IMy3bIpsi KOHTaKTUPYET C BHE-

IIHEH Cpenoi, BCJEACTBUE YEro CYIIECTBYET PUCK TO-

CTOSTHHOTO BO3JIEMCTBUSI Ha Hee TaTOTeHHBIX MUKPOOP-

raHu3MoB. BoJbllyI0 omacHOCT, MHOUIMPOBAHUS

MpeCTaBsIeT aHaTOMUYecKasi OJIM30CTh YCThsI ype-

TPBI K 3KEIYIOUYHO-KHUIIIEUHOMY TPaKTY, KOJIOHU-

3MPOBAHHOMY OOJIBIIIMM KOJMUYECTBOM MMKPOOP-

ranu3moB (>10'" MUKpo6OB), a y JKEHIIUH elle W K

CJIM3UCTOI 000JI0UKE Biarajniina, B KOTOPOM Haxo-

IUTCsI cCOOCTBeHHast MUKpobuoTa. HecMoTtpst Ha 3T0,

MOYEBOI My3bIph OOBIYHO OCTaeTCsl HeMH(UIIUPO-

BaHHBIM TTATOr€HAMM, OTYACTH OJlarofapst HecIelm-

(rueckum dakTopam 3amuThI [2].

Cuaa mukyuu TIpEICTaBISIET COOOI OMVH U3 Me-
XaHU3MOB IMACCUBHOM 3alllUThl MOYEBOTO TpaKTa.
Hekortopbie OGakTepuu CHOCOOHBI MCITOJIH30BATh
CUJIY TOKa MOYY TIPU MOYEUMCITYCKAaHUU JIJIST yCUJe-
HUS WX aare3uu K yporenuto. @umbpun 1-ro tThma

OB30PbI JINTEPATYPbI

IIpennonaraercs, 4yTo ynauHeHue GumMOpuit He0bxo-
JIUMO JUJTSI TIPOTUBOJEHCTBUS CUJIaM TOKa MOYM, BO3HU-
KawIMM BO BpeMsl MUKLIMU M, BO3MOXHO, JIJISI YBEJIM-
YeHUs TIPOAOJIKUTEbHOCTU OaKTepuaabHON aare3vu.
E. Miller u coaBr. (2006) Ha MexaHOMaTeMaTUIECKOI MO-
JeJId TIPOJIEMOHCTPUPOBAIN, YTO paclipaBlieHue IMuiei
(buMOpwmit) mon neiicTBUEM CUJIBI TOKA MOYM OTITUMU3M -
pyeT cuily Ha OesiKe aire3uHe, 4TO CIIOCOOCTBYET TPUJIH-
MaHMIO aire3uHa K ero pelenTopy |2, §].

Eie onHUM MexaHU3MOM HecTelM(PUIecKoil 3aIuThl
CJIMBUCTOI 00OJIOUYKM MOUYEBOTO My3bIPsI, TTOTOOHO KUIIIKE,
SIBJISICTCS CA0U MYUUHA, COCTOSIIIIAN U3 TNIMKO3aMUHOTJIKA-
HOB M MPETSITCTBYIONINI OaKTepUaTbHOMY JIOCTYITY K T10-
BEPXHOCTU YypOTe/MaIbHON KJIeTKu. B MoueBoM Tmy3bIpe
CJIOi MyILIMHa OTHOCUTEJIbHO TOHKMiA, HarpuMep T10 cpaB-
HEHUIO C TIOBEPXHOCTHIO BIUTENST KUIIEUYHUKA, T/Ie TIPU-
CYTCTBYIOT 0oJiee BBICOKME KOHIIEHTPAlIMM KOMMEHCAJTb-
Hoit MUKpoOuoTHI [2, 9]. B uccnenosanun C.U. 2KnaHosa
(2011) B ycIOBUSIX BKCIIEPUMEHTAIHOTO ITUCTUTA Y KPbIC
M3y4eH 3allUTHBIA 3(h@eKT BHYTPEHHEro NpUMEHEeHUs
KOMIUIEKCHOTO TIperapaTa IJIMKO3aMUHOTJIMKAHOB B OTHO-
IIEHUU TIOBPEXKIAIOIIEMY ACHCTBUIO YKCYCHOW KHCIIOTBI.
YV XUBOTHBIX, TOJyYaBIIMX Tperapar IIOKO3aMUHOTII-
KaHOB, JIeVICTBYE TTOBPEKIatolero hakropa Ha CJIM3UCTYIO
000J104Ky MOYEBOTO ITy3bIpsI BBIPAXKEHO B 3HAUYMTEIHHO
MEHBIIIEH CTeTICHN TT0 CpaBHEHMIO ¢ KOHTposeMm [10].

Eie omHuM BaxkHBIM (paKTOpoM HecTneunduieckoi
3alIUTHl MOYEBOTO TTy3bIPSI OT ypPOIIaTOT€HOB SIBJISIETCSI
MOCTOSIHHAs U WHAYLMPOBaHHAsI SKCIPECCUsl ceKpemop-
HO20 uMMYHO2100yauHa A 1 AaHTUMUKPOOHBIX MENTUIOB,
Takux Kak B-nedeH3nuHbl U KaTeTUIUINH (TaKXKe U3BECT-
Hblit Kak LL-37, unu CAMP y mopeit u CRAMP y MbI-
meit) [2, 11, 12]. CekpeTopHblii MMMYHOTJIOOYIUH A
MPOAYLMPYETCS JIOKAJTbHO B TKaHSX CAU3UCTOM 000J104-
KW U HEUTpaM3yeT MaToreHbl U TOKCUHBI [13].

B-Zeghensunvt >xcripeccUpyrOTCSl BO BCEX SMUTETU-
aJIbHBIX KJIETKaX opraHu3Ma 4dejioBeka [14] u sBisitoTcst
KaTUOHHBIMU aHTUMMKPOOHBIMU TIETITUAAMU, KOTOPBIC
BO3MIEHCTBYIOT HA MeMOpaHy OaKTepUabHbIX KJIEeTOK [15].
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Fig. 3. Mechanism of antimicrobial action of human p-defensins [17].
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[MomoxuTenbHO 3apssKeHHBIE B-medeH3MHBI CBSI3bI-
BAlOTCSI C OTPULIATENIBHO 3apsSsKEHHBIMU y9acTKaMu
Ha MeMOpaHe GaKTepuaabHbIX KJIETOK. Y rpaMOTpU-
LIaTeJIBHBIX OaKTEePWil MUILIEHBIO SIBJISIETCS JIUTTOTIO-
JICaxapy, Y TPaMIOJOKUTETbHBIX — TeMXOMHOBAsK
kucnora. Kpome Toro, cdochomunuasl meMOpaH,
MPUCYTCTBYIOIIE B CTPYKType KJIETOUHOM MeM-

oo
SnuTtenuanbHbie

r.b- Themun cahdicadn

KNeTKn

s L MNepekpobiBaHne
memMObpaHb!
GakTepuasnbHbIX KNeTok

KOBPOMOAOGHbLIM

OpaHBI KaK TPaMITOJIOKUTETBHBIX, TaAK U TPaMOT- o5 = oopaon

PUTIATETBHBIX OaKTepHil, TAaKKe CIyKaT MUIIEHBIO i

Jutst B-nedeH3nHoB. YTo KacaeTcst 93yKapruoTUIeCKOoit {

KJIETOYHOW MeMOpaHbl, To oHa Oorara docdonu- BaktepuansHasn ..: »
Knetka [ ]

nunamu (comepxar (GochaTuanIXoJuH), KOTOPhIe
SIBJISIIOTCSI LIBUTTEP-UOHAMU T10 CBOEI MIPUpPOJE, T0-
9TOMY HE MOJBEPraloTcs NeHCTBUIO [-nedheH3MHOB
[16]. TIpenmonaraeTcst, 4yTo nedEH3WHBI TPU B3au-
MOJICMCTBUM C aHMOHHBIMU JIMTIUAAMU MeMOpaHbI
OakTepuabHBIX KJIETOK MPUBOIAT K 00pa30BaHUIO
MYJITUMEPHBIX TTOP 1 MOBBILLIEHUIO TTPOHUIIAEMOCTH
MeMmOpaHbl. B pesynbrate OakrepuanbHasi KieTKa
TepsieT XKM3HEHHO BaxKHOE copep:KuMoe 1 1moruoaet [17].
MexaHu3M aHTUMUKPOOHOTO AEWCTBUS P-AedeH3MHOB
CXeMaTUYHO TIpe/ICTaBjIeH Ha puc. 3.

JleceH3UHBI MOTYT TIPUCYTCTBOBaTh B TKaHSIX IIO-
CTOSIHHO (Hampumep, uesjoBeueckuii B-aedeH3uH-1
U B-nedeH3nH-5) Wi aKTUBUPOBATHCS MPU UHGEKIIUU
(Hanpumep, uesnoBeueckuii f-pedenzun-2) [18, 19].
MpbliiuHble M yesnoBeyeckue B-aedeH3uHbl 001anaoT
MepeMeHHON aHTUMUKPOOHOW aKTUBHOCTHIO TIPOTUB
rpaMOTPULIATESIbHBIX W TPaAMIIOJIOKUTEIbHBIX OaKTe-
puii M 3alIUIIAIOT MOYEBOH Iy3bIpb OT KOJIOHU3ALUU
yponaToreHamMu. B 3KcriepuMeHTaJbHOM HCClieaoBa-
Huu G. Morrison u coasT. (2002) HenHDUUUPOBAHHBIE
MbIIIU, 1eDULNATHBIE 110 B-AeheH3UuHY- 1, UMeTu 3HaYu-
TEJIbHO OOJIbIIE TPAMIOJIOKUTEIbHBIX 0aKTeprii B MoUe
110 CpaBHEHUIO C MBIIIaMu AUKoro tuma [20].

EnnHCTBEHHBIM aHTUMUKPOOHBIM MENTUIOM CeMeii-
CTBAa Kameauyuouna, OOHApYXeHHbIM y JIIONEH, SIBIISIETCS
LL-37. On 3kcnpeccupyeTcsl B 3IUTEIUATbHBIX KIIETKAX,
BBICTUJIAIOIINX  JbIXaTeJbHBIN, KeTyI0YHO-KUIIEeYHbIN
W YPOTEHUTAJIbHBIM TPaKThl, a TaKXKe ToJ0cTh pra [21].
HaunGonee BeposiTHBINT MeXaHU3M JEHCTBUSI 3TOTO TIETTH-
na — oOpa3oBaHME TPAHCMEMOpPAHHBIX MMOP B JIMMUIHBIX
OMOoCIOsIX MUKPOOHOW KJIETOYHON MeMOpaHbl. To4YHBIN
MEXaHW3M JIEeNCTBUS KaTeIULIMINHOB HESICEH, HO M3BECT-
HO, YTO HEKOTOPbIC YJIEHBI 3TOTO CEeMeCTBa MepeKphiBa-
0T MeMOpaHy OaKTepHaJIbHbIX KJIETOK KOBPOITOAOOHBIM
00pa3zoM U pacTBOPSIIOT €€ MOJA0OHO MOIOIIEMY CPEJICTBY
nyreMm obpazoBaHust Mutiesn (puc. 4) [17]. ITomooHo ne-
¢eH3MHaM, KaTeJIULMIUHBI 00pa3yloTcs B ypoTeIuaib-
HBIX KJIETKAaX Y MPOSIBISIOT aHTUMUKPOOHYIO aKTUBHOCTh
10 OTHOIIEHHWIO K IPaMOTPULIATEIbHBIM OaKTEpUsIM. DKC-
MepUMeHTaIbHbIE MCCIe0BaHUs MOKa3aJlki, YTO MBIIIN
¢ 1e(pUIIMTOM KaTeauuarHa 0osiee BOCTIpUMMYMBEI K 3a-
pakeHUIO ypOIIaTOTeHHBIMU OakTepusiMu [22].

K necnemmduueckum akTopaMm 3aiiydThl SMTUATEIUS
MOYEBOTO TTy3bIpsl OTHOCUTCS Takke Oeaox Tamm-Horsfall
(THP), xoTopblii MexaHUYeCKu OJOKUpYET TPUKpPert-

MoTeps copepxvumoro
GakTepranbHOM KIETKU
BO BHEKJIETOHHOE
NPOCTPaHCTBO

PacTBopeHne membpaHbl Nogo6HO
MoloLLEEMY CPeICTBY NyTeM 06pa3oBaHus
MULEN-AeTEPreHTNoA0OHbIN abdekT

Puc. 4. MexaHu3M aHTHMHKPOOHOTO JIeCTBHS KATeJICIHINHA YeJI0BeKa
(mur. mo [17]).
Fig. 4. The mechanism of antimicrobial action of human tracheocin [17].

JneHune Oaktepuii K yporenuio [23]. B cocraBe Oenka
THP mnpucyTcTByeT BBICOKOMAHHO3HbBI Y4acTOK, KO-
TOPBINA OOYCJIOBJIMBAET €ro CIIOCOOHOCTh CBSI3BIBATHCSI
¢ (pumOpusiMu 1-ro TUMA, TPOMTHBIMU K MaHHO3€e. 3a CuUeT
atoro Oenok THP wmHrubupyer cBsizbiBaHue GuMOpuit
1-ro Tuma yponatoreHHoit E.coli ¢ yporiakuHamu (puc. 5).

®umbpun 1-ro Tuna

/—F_. coli Se

kY BbICOKOMaHHO3HbIN
y4acTok

*©
(.

MpoTenHoBas
ocHoBa

KneTtka
ypoTenus

#5 — THP - MmoHomep

éjl— THP - onuromep

\ BbICOKOMaHHO3HbI y4acToK
MpoTenHosas ocHoBa

YponnaknHoBbIN
peuenTop

Puc. 5. CxemaTnyHoe M300pakeHHe MEXAHH3MA CBSI3bIBAHUS
oeaka THP uyepe3 BbICOKOMaHHO3HBIE YYACTKHM ¢ (hUMOpHAME
1-ro Tna yponarorenHoii E.coli.

D10 cBaA3biBaHHE MOXKeT I()(PeKTHBHO OJIOKHPOBATH CBSI3bI-
Banue E.coli ¢ yponnakunosbivu penenropamu la u Ib. Takum
oopazom, 0esok THP mMoxker neiicTBoBaTh Kak PacTBOPHMBIIA
aHAJIOT PelenTopa B MOYEe M 3aIMIIATL YPOTEJIHid OT aare3un
yponarorenHoii E.coli (mur. mo [23]).

Fig. 5. Schematic depiction of the mechanism of binding of THP
protein through high mannose areas with type 1 fimbria of uro-
pathogenic E.coli.

This binding can effectively block the binding of E.coli to the uro-
placin receptors Ia and Ib. Thus, the THP protein can act as a
soluble receptor analog in the urine and protect urothelium from
adhesion of uropathogenic E.coli. [23].
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Puc. 6. BimsiHue MaHHO3UIOB HA paccerBaHue OMOIUIEHKH, M3MEPEHHOE C NMOMOIIbI0 KOH(OKAIbHO MHKPO-
ckonuu ouomtenok mramva UTI89, Beipamiennbix B Tedenue 24 9 (cieBa), 3aTeM HHKYOHPOBAHHBIX B T€YEHHE
JIONOJHUTENBbHBIX 16 4 B IPUCYTCTBMM MAHHO3UI0B (cnpaBa) (uuT. mo [27]).

Fig. 6. Effect of mannosides on biofilm dispersion, measured by confocal microscopy of UTI89 biofilms grown
for 24 hours (left), then incubated for an additional 16 hours in the presence of mannosides (on the right) [27].

IMocpenctBom OGnoxupoBanus FimH-anresuna ¢umOpuit
o6emok THP moxer mpensitcTBoBaTh CBsI3bIBaHUIO E. coli
C TMOBEPXHOCTHBIMU pelienTopamMu ypotenusi. B skcriepu-
MeHTe neduliutHble o 6eaky THP Mbliy umenu 3Hauu-
TeJIbHO 0oJiee BHICOKUI YPOBEHb OaKTEpUil B MOYE U MO-
YEeBOM ITy3bIpe Mocjie MHGUIMPOBAHMS, a B HEKOTOPBIX
Cy4asix pa3BUBILIASICS Y HUX MHGEKIUS Aake TTPUBOIMIA
K JieTaTbHOMY ucxomy [24].

HMMMyHHbBIE KJIETKH CIM3UCTOI MOYEBOT0 My3bIps

Kak 1 60BITMHCTBO TKaHEel opraHn3Ma 4eJioBeKa, MO-
YEBOI1 My3bIPb COACPKUT PE3UIEHTHBIE UMMYHHBIE KJIETKH,
TOTOBBIE K BCTpeue ¢ MUKpoopraHusmamu. Eiie B Hauane
1980-x TOomOB OCHOBHBIE aHTUTEH-TTPE3EHTHUPYIOIINE KIIET-
K1 tucrocoBMectumoctu kiacca II* (kmerkm IlTaiinma-
Ha) ObLTM OOHAPYXEHbI B MOYEBOM Iy3bIpe MBIIIIC, CBU-
Heil 1 yenoBeka [2]. B Hacrosiiiee Bpemst kietku CD11c*
u F480 Takke 0OHapy:KeHbI B MOYEBOM ITy3bIPE MBIIIIN.

B nononHeHue K aHTUTEHIIPE3CHTUPYIOIIUM KJIET-
KaM MOYEBOM My3bIPb COIEPXKWUT PE3UACHTHBIE aff U Y
T-xnerku [25]. B orBer Ha pa3BuTue MHGpEKIUU MOYe-
BbIX MyTell yd T-KeTkamu 3KCIpeccupyercsi MHTepJei-
krH-17. OmHaKO OH HE UMEET CYyIIeCTBEHHOI0 3HAUeHMUSI
B Pa3BUTWU aIallITUBHBIX UMMYHHBIX peakiuii Ha OakTe-
pUU, UTO YKa3bIBAET Ha POJIb Y& T-KJIETOK BO BPOXIEHHOM
3aluTe OT MH(EKIMM B MoYeBOM Ty3bipe [2]. CBsizaH-
HbIE CO CM3UCTOIN 000JI0uKOI T-KIeTKM, OOHapyKEeHHbIS
B CJIM3UCTOM, UTPAIOT BAXKHYIO POJIb B TOMICPKAHUU MU-
KPOOMOTHI 1 3alIUTE OT UHQEKIIUU B MOUEBOM ITy3bIpe.

CoBpeMeHHbIe NepCIeKTUBBI JiedeHns1 MH(pEeKIu Move-
BbIX IyTeil

OnHUM U3 TIEPCIIEKTUBHBIX METOIOB Teparuu ¢ Uc-
MOJIb30BaHMEM 3HaHWil o Hecneuuduyeckux ¢akTo-
pax 3alIuThl ypoTeausi OT MHMEKIM B OyAyIieM MOXET
cTaTh TeHHasl Teparnusi. B akcriepuMeHTalbHON Moneau
Ha KpbICax yIaJoCh WHAYLMPOBATb JKCIpeccuio B-ae-
(¢ensnHa-2 yporenueM. Kwutalickumu ydeHbIMU OblLia

npoBejieHa TpaHC(EKIMs TreHa YeJoBeYeckoro [-ae-
¢ensuna-2 (hBD-2) B anuTenuanbHble KIETKM MOUYEBO-
ro Ty3bIpsl YeJoBeKa M OLIEHeHa ero TepareBTUYecKasl
9(hGEeKTUBHOCTh B MOJACIM MH(MEKINU MOYEBBIX MyTei
Y KpPBIC MOCJI€ OMOCPETOBAHHOTO JUTIOCOMaMU TliepeHoca
reHoB. B pesynbraTe OTMEYEHO CTAaTMUCTUYECKU 3HAUM-
MO€ YMEHbIIIEHHE KOJUYECTBa YPOMNaTOTEHHBIX OaKTe-
pUil B MOUEBOM MY3bIpe M CHUXEHME BOCTIATUTEIbHBIX
rnokasarejieil B TeueHUe TepBbIX 24 1 48 4 OT MOMEHTa
nHbuUIMpoBaHus. Pe3ynbsraThl TaHHOTO MCCIEIOBAHMS
MOKAa3bIBAIOT, YTO WHAYKIMS MPOTMBOMUKPOOHBIX MO-
JIEKYJI MOXET OBbITh CTpaTeTheil yMeHbIIIeHUs PelUIUBOB
MHOEKIIMN MOYEBBIX MyTeit [26].

Ipynna yyenbix uz CLLIA npencraBuiia aKCrepuMeH-
TaJlbHOE MCCJIeIOBaHUE MAHHO3UIOB B MPOMUIAKTUKE
U JICYEHUU PELUAMBUPYIOIINX MHMEKIINI MOYEBBIX ITy-
Teil. OHM pa3paboTany HU3KOMOJICKYJISIPHbIE COeIMHE-
HUsI, Ha3blBaeéMble MaHHO3UIaMHU, KOTOpPbIe crielndu-
YECKU MHIMOMPYIOT yyacToK pumopuit 1-ro tuna FimH
YPOITATOTEHHOW KWIIEYHOW TaJ0YK/A, OTBEYAIOIIniA
3a OakTepuajibHYl0 KOJIOHU3AlLlMI0, WHBa3Wi M o0pa-
30BaHUE CTOMKUX BHYTPUKJIETOUHBIX OaKTepuaIbHBIX
COOOIIECTB B BMUTEIUU MOUYEBOTO My3bIps. YUEHBIE OI-
TUMU3UPOBAIM ITU COENMHEHUS [IJII TepOopaTbHOTO
npueMa M MPOAEMOHCTpUpOBaIu uX 3(PGHEKTUBHOCTh
MpU JIEUEHUU XPOHUUECKUX MHMEKIMH MOYEBBIX MyTei
B JOKJIMHUYECKOW MBIIITMHOUW MOJIEJIN, a TAKXKE pa3pylle-
HUe 6uoruteHoK FE.coli in vitro (puc.6). DTH coequHeHUS
00J1a1al0T TepaneBTUIYeCKO 3 (EeKTUBHOCTBIO TIPH Jie-
YeHUM UH(EKIIMU MOYEBBIX MyTeil TOCse MepopaaTbHOTO
BBeJeHU in vivo [27].

JanbHeiiiee n3ydyeHue 3TUX MOAXOI0B, a TAKXe pa3-
paboTKa MOTOJHUTEIbHBIX METOJ0B HWMMYHOMOYJIM-
pyloliieit Tepanuyu HeOOXOAMMBI JIJ1sI TTOMCKa aJbTepHATUB
i 3(PpPEeKTUBHBIX TOMOJHEHUI K aHTUOAKTepUaJIbHO-
MY JIEYEHUIO.
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CeHCI/lﬁl/IJ'll/I?»alll/lﬂ K aJiepreHaM JO0MalIHNuX 2KUBOTHBIX

A.H. Hamnypa, E.E. Bapaamos, H.I'. Konwkosa

M «Hay4Ho-nccnenoBaTenbCkuii KIMHUYECKNIA MHCTUTYT negmuatpum M. akagemuka t0.E. Benstuwesa» @re0Y BO

PHUMY um. H.W. NMuporoea, Mockea, Poccus

Sensitization to allergens of domestic animals

A.N. Pampura, E.E. Varlamov, N.G. Konyukova

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University, Ministry
of Health of the Russian Federation, Moscow

B HacTosimee BpeMsi CEHCHOMIM3AIMS K MHIAJISIMOHHBIM AJUIepreHaM JAOMAIIHUX JKHUBOTHBIX a0COJIOTHO MPABOMEPHO CYMTAETCS
OJIHMM W3 KJII0YeBbIX ()AaKTOPOB PUCKA PA3BUTHS AJIEPrHYECKOr0 PUHUTA U OPOHXMAIBHON ACTMBI, 4 TAKXKE B 3HAYNTEJIbHOI cTerne-
HH onpenensieT popMupoBanue TsKebIX (JOPM ATONMUECKOTrO AEPMATUTA M PECITUPATOPHBIX aJLIepro3os. Ocodoe 3HaAYEHHE NMEET
TOT ()aKT, YTO B OTIMYME OT JPYTMX TPUITEPOB DIMMHUHANKS AJJIEPreHOB JOMAUIHUX KUBOTHBIX 32YACTYIO CBSI3AHA C BHYTPEHHUM
CONPOTHBJIEHHEM CO CTOPOHBI MANMEHTOB.

B crarbe u3/10:KeHbl COBPeMEHHbIE JIaHHbIE O PACTPOCTPAHEHHOCTH CEHCHOMIM3ALMH, CBOCTBAX U KIMHNYECKOM 3HAYEHHH OCHOB-
HBIX AJJIEPreHOB KOIKH M COOAKH, U3JI03KEHBI MOAXO0/bI K MPOBEIECHUI0 TMMUHALMOHHBIX MEPONPUSATHIA.

Karouesvte caoea: demu, arnepeuueckue 3a001e6aHuUsL, arnepeetbl KOWKU, ariepeeHsl co0aKu, 0OMauHue JCUusomHuble, KOMHOHeHMHAs
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At present, sensitization to airborne allergens in domestic animals is absolutely rightly considered one of the key risk factors for the
development of allergic rhinitis and bronchial asthma, as well as largely determines the development of severe forms of atopic derma-
titis and respiratory allergosis. Of particular importance is the fact that, unlike other triggers, the elimination of allergens in domestic
animals is often associated with internal resistance from patients.
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BHaCTOHH_[ee BpeMsI CeHCUOMIU3AIUS K MHTJISIIIMOH -
HBIM aJIepreHaM JIOMallTHUX XXUBOTHBIX a0COJIIOTHO
MPaBOMEPHO CYMTAETCS] OJHUM U3 KJIFOUYEBBIX (DAaKTOPOB
pUCKa aepruyeckoro puHUTa/OpOHXUATBHON acTMBbI
W B 3HAUUTEJILHOW CTETIEHU OIpeIessieT pa3BUTUE Ts-
KeJIbIX (hOpM aTOMUYECKOTO IepMaTUTa U PEeCIUpaTop-
HbIX ajuiepro3oB [1—3]. [Ipu 3TOM, B OTJINUME OT APYTUX
MPUYUH, BBI3bIBAIOIINX Y OOJBHBIX CUMITTOMBI aJIJIEPTU-
yeckux 3a00JieBaHWil, B Ciydyae TUIEPYYBCTBUTEIbHO-
CTU K ajulepreHaMm JIOMalllHUX >KMBOTHBIX 3JUMUHALIMS
MOCJAEAHUX 3a4acTylO0 CBsI3aHA C BHYTPEHHUM COIpPO-
TUBJIEHUEM CO CTOPOHBI OOJBHBIX U UX POJICTBEHHUKOB,
CYMTAIONIIMX JOMAIIHUX TUTOMIIEB TIOJHOLIEHHBIMU
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YyjeHaMu ceMbU. be3ycI0BHO, pa3iMuHbIe acTieKThl pac-
cMaTpuBaeMoil Tpo0GJIeMbl CBSI3aHbI C OTPOMHBIM KOJIM-
YyecTBOM 0e30CHOBATENIbHBIX YTBEPXKICHUM, BEIyIINX
K HeaneKBaTHOW MpoWIAKTUKE W Teparuu, a TakxKe
HEraTMBHO OTPaKaloIlIMXCsl Ha COLIMAIbHOM aKTUBHOCTHU
OOJILHBIX U UX CEMEIA.

dakTOpHl, O0O0yCHOBIMBaAIOIINE (GOpMHUpPOBaHUE
IgE-omocpenoBaHHO# ceHCHMOUIU3ALUMU U B JalbHEH-
1eM pa3BUTHE KIMHMYECKUX TMPOSBICHUN aljIepTuun
K WHTAJSILIUOHHBIM aJulepreHaM JTOMAaITHUX XUBOTHBIX,
YCJIOBHO MOXHO pa3/ieJINTh Ha TPU TPYMIIbI: XapaKTepu-
CTUKU CYyOBbEeKTa, 0OCOOEHHOCTH IKCITO3UIIMU aJuiepreHa,
JNOTIOJIHUTEIbHBIe Bo3nelicTBUsA. K XxapakrepucTtukam
CcyOBbeKTa OTHOCSITCSI TeHETUUYeCKasl MpeapacioloXeH-
HOCTb, BO3pacT pebeHKa TMpU MepBOM U TOCEAYIOIIEM
KOHTaKTax ¢ ajjiepreHoM, HaJluuue APYrux ajuiepruye-
CKUX U HeaJlJIepTUYeCKUX 3a00jeBaHUN U T.O. DPPekT
OT BO3JIEMCTBUS aJlIEPreHOB XKMBOTHBIX CBsI3aH ¢ OMO-
JIOTUYECKOW aKTUBHOCTBIO ajuiepreHa; JIUMTEIbHOCTBIO,
PEXMMOM U MHTEHCUBHOCTBIO 3Kkcno3uiiuu [4]. Hampu-
Mep, Yy COOCTBEHHUKOB KOIIIEK 3HAYUTEIbHO TOBBIIIEH
puck ceHcubunmzauu K atepreHam Fel d 1 u Fel d 4,
Ho He K Fel d 2. [1pu 5TOM BBISIBJISIETCSI B3AUMOCBSI3b ME-
Ky JUTUTEIbHOCTBIO CO/IEPXKAHUST KOIIIEK U pa3BUTHUEM
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cencuomm3aunu K Fel d 1, Fel d 4, vo e x Fel d 2 [5].
K momosHUTENbHBIM (DaKTOpaM MOXKHO OTHECTH 3KCITO-
3ULIMIO IPYTHX aJUIEpPreHOB, B TOM YUCJIe MJIEKOMTUTAIO-
X, MUKPOOPTaHNU3MOB, SHAOTOKCUHOB U T.]I.

BeposiTHOCTB (hOpMUPOBAaHMS CEHCUOMTU3ALIUN BhIIIIe
B CJIlydae BBICOKOW KOHIEHTpPALlUM aJJIEPTeHOB JKMBOT-
HBIX. YPOBEHb aJlIEpPreHOB KOIIKK M COOaKM TPUMEPHO
B 50—200 pa3 BhbIIIe B KMJINIIAX C JOMAIITHUMU KUBOTHBI -
MM, YeM B ClTydae OTCYTCTBUS B HUX muToMIIEeB. [To maH-
HBIM OHJIaliH-or1poca, 6ojee 27 000 yenoBek u3 22 cTpaH,
56% naceneHUs B MUpPE UMEIOT XOTSI OBl OJTHOTO MUTOMIIA
(cobaku, KOIIKW, MTULLI, PHIObI U 1p.). BragensieB Ko-
1IEeK 1 cobak Oosblile BCero (B cpeHEM 10 BceMy MUpyY 23
u 33% cootBeTcTBeHHO). [10 pe3ynbrataM TaHHOTO OTPO-
ca B PO 57 u 29% BnanenbleB XWIKIL COOTBETCTBEHHO
SIBIISTIOTCS] COOCTBEHHUKAMU 3THUX JKUBOTHBIX.

Heo6xoamMo OTMETUTD, YTO B TTOCEAHME TOIBI, Ha-
psiay ¢ OOIIEeNTPU3HAHHBIMU JOMAITHUMU ITUTOMIIAMM,
Bce Oojiee MOMYJSIPHBIMU CTAHOBSATCS APYrue MIIEKO-
MUTAOIINe — KPOJIUKH, MOPCKHUE CBUHKHU, XOPbKU,
MecYaHKW, MBIIIW, XOMSKU, O0€3bsHbBI, IMTWHIITUJUTBI
u T.1. Cuurtaercst, uyto B CIIIA u EBpone B 5% >kumuii
nMeeTcd HeboJiblIoe XUBOTHOE [6]. OmHaKo O KOH-
LIEHTpALMK aJUIePTeHOB 3TUX XXMUBOTHBIX B JOMaX MOKa
HEM3BeCTHO. BMmecTe ¢ TeM HO0Ka3aHO, YTO Haludue
sIgE k annepreHam TpaauiIMOHHBIX TUTOMIIEB (KOIIIKa,
cobaka) pe3Ko MOBbIIIAET BEPOSITHOCTh Pa3BUTUS CEH-
CUOUIN3AaIIMU K ajlJlepreHam APYrux MJAEKOMUTAIONIUX.
KpoMe Toro, cyimecTByeT JOCTATOYHO OOOCHOBaHHOE
MHEHHUE O CXOXeM CIIeKTpe aJlIepreHOB Y TPaauIIMOH-
HBIX U «<HOBBIX» TUTOMIIEB: IMTTOKAJTUHBI, aTbOYMHWHBI,
CEKpETOTTIO0OMHEI.

Oxkouo 50% nuil, ceHCMOUTM3UPOBAHHBIX K ajlJiepre-
HaMm HamnboJiee pacIpOCTPAHEHHBIX JOMAIITHUX KUBOT-
HbIX (KOIIKHK/COOaKM), MOABEPraioTcsl HEMOCpPeACTBEH-
HOMY BO3IEMCTBUIO 3TUX XXMBOTHBIX B ToMe. B To Bpemst
Kak npuoau3uTeabHo 50% ceHCMOMITU3UPOBAHHBIX K ajl-
JIepreHaM KOIIIKHM U COOAaK! He SIBISTIOTCS] COOCTBEHHMKA-
MM 3THUX XUBOTHBIX.

Cpenu BiazenbleB Kolek 17% WMEOT MO3UTUB-
HBIE TIPUK-TECTHI ¢ IKCTPAKTOM ajliepreHa Komku [7].
OpHako TOJBKO 5% COOCTBEHHUKOB COOAK MMEIOT TO-
3UTHUBHBIE MPUK-TECTHI C aJUIEPTEHOM CO0aKM, YTO 3Ha-
YUTEJIbHO HUXXE B CpaBHEHUHU C XO3sieBaMM Kolek [8].
TakuMm 00pa3oM, MOXHO C OINpeneIeHHBIMU JOTYIIe-
HUSMU TOBOPUTH O 0OOJiee BHICOKOM TMOTEHIIMANe aj-
JIEpreHOB KOIIKM B CPaBHEHUM C ajlJiepreHaMM COOaKM.
Cpenn geteit ¢ OpOHXMAJbHOI acTMOI CEHCUOMIN3a-
LIUST K ajuyiepreHaM KOIIKY BhISIBIsieTcs Y 41% OONbHBIX,
K ajutepreHam cobaku —y 21% [9].

Cencnbunm3anusl K ajjlepreHaM KOIIKM M COoOaKu
MOXET UMETh MECTO U Y 30POBBIX CyOBeKTOB. Tak, B He-
MELIKOM HCceqoBaHnM, BKiroyuBieM oonee 7000 3m0-
POBBIX B3POCJBIX, YcTaHOBJeHO, 4To SIgE K amnepreny
KaK KOIIIKY, TaK U co0aKu BeIABIsSIIOTC Y 7% [10].

Yactota pacmpoCTpaHEHHOCTH CEHCUOWIM3AIu
K aJlJlepreHaM XXWUBOTHBIX HapacTaeT B TeUeHUE JIETCTBA.

Hamnypa A.H. u coaem. Cencubunuzanust K aJuIepréHaM JoMallHUX XKMBOTHBIX

B monynsumnonHoit koropre (BAMSE study) uacrora
BBISIBJICHUsI CEHCHMOMIU3AIMK K ajJlepreHaM XKUBOTHBIX
Bo3pocia ¢ 5,7% B Bo3pacte 3—6 jet 10 17,2% B Bo3pa-
cre 14—17 ner. CeHcubunusanus K ajljlepreHy KOIIKU
yBenmumiach ¢ 6,4 10 19,0%; x annepreny cobaku — ¢ 4,8
1o 22,6%; annepreny jomamy — ¢ 3,1 mo 10,6% [11].

C TOYKM 3peHUus pa3pabOTKW TEPBUYHON Mpodu-
JIAKTUKW WHTASIIIUOHHOW aJlJIepTUU OCOOBI MHTEpec
NpUOOPETaoT MCCIENOBAHNUS B3aUMOCBSI3U 3KCITO3UIIUU
aJIJIepreHOB M Pa3BUTUS CEHCUOWJIM3AIMM WJIM TOJe-
paHTHOCTH. Tak, ceHCUOMIM3aIus K ajljiepreHaM KOIIKHU
MOXKET Pa3BUThCI Y CYOBEKTOB, TTPOKUBAIOIINX B JOMAaX
0e3 MUTOMIIEB, €CTM B palioHE J1OCTaTOYHOE KOJUYECTBO
IOMOB C KomkamMu [ 12]. Eciuv )kuBOTHbBIE HAXOASITCS B OT-
HOCHTETbHO MaJIOM KOJTMYeCTBe TOMOB B paiioHe (<10%),
BKCMO3UIIUS aJIEPTEHOB B JIOMax 0e3 KOIIEK MOXeT
MPUBOIUTL K TIOBBIIIEHUIO PACIPOCTPAHEHHOCTU CEH-
cubunu3anyn. B To ke BpeMs eclii KOIIKY TTPUCYTCTBY-
IOT B OOJIBIIMHCTBE JOMOB, YPOBEHb ajliepreHa B KO-
Jlax ¥ XWIKMIIaX He COOCTBEHHUKOB TMUTOMIIEB MOXET
OBITh IOCTATOYHBIM [IJISI UHIYKIIMK ToJiepaHTHOCTH [13].
BmecTe ¢ Tem B Hacrosiiee BpeMsl SIBHO HEI0CTaTOYHO
uHbOopMaLMU IJI1 PEKOMEHJALIUI TI0 CO3/IaHNI0 00IIIe-
CTBEHHOM CUCTEMBI MPOMUIAKTUKY PA3BUTHS aJlJIEPTUN
K IOMAITHUM KUBOTHBIM.

Heo6xomuMoO OTMETUTb, YTO B TMOJABJISIONIEM
OOJIBIIMHCTBE MCCJENOBAHUI OlLEHMBAETCS HaIUuue
ceHcubunuzauuu — cnenududeckux IgE x amnepre-
HaM XUBOTHBIX. B TO ke BpeMs majeko He y BCeX UH-
IUBUAYYMOB ¢ Hainuuuem creunduueckux IgE nmeer
MECTO aJUIeprusi, KOTopasi ompenesisieTcss Kak IOsIB-
JIeHWe BOCIPOU3BOAUMBIX CHUMIITOMOB, WHIYIIUPO-
BaHHBIX 3KCTO3UIIMEN COOTBETCTBYIOIIErO ajljiepreHa
B I03aX, K KOTOPBIM TOJIEpAaHTHBI HeaJUIepTUKU, a Ta-
TOTeHE3 3TUX peakKUHWil OIoCpeayeTcss WUMMYHHBIMU
MeXaHu3MaMu. B pealbHBIX YCIOBUSIX peakUUy K aj-
JiepreHaM XMBOTHBIX MOTYT BO3HUKATh TPH OIpeJe-
JICHHBIX CUTYALIUSIX: WHTAJSLIUS TTPU MPSIMOM KOHTaK-
T€ C XKUBOTHBIM, WHTAJISILINS TIPU HETIPSIMOM KOHTaKTe
¢ KOHTAMUHUPOBAHHBIM OKPYXXEHMEM, KOHTAKTHO Ye-
pe3 KOXY, MTPU YKYCax SKUBOTHBIX.

O1ieHKa B3aMMOCBSI3M CEHCUMOMIMU3AIUU K ajuiepre-
HaM JOMAIIHMX XMBOTHBIX M aJJIEPTHYECKUX 3a00Je-
BaHMUI JOCTATOYHO CJIOKHA U TpeOyeT 3HAYUTETbHBIX
yewiuii. Hampumep, Tpu OlLieHKE MPOTHOCTUYECKOTO
3HaueHus sIgE k amnepreHaM co6Gakud B OTHOIIEHUM
pa3BUTHUS OPOHXMATBHON acTMbl HEOOXOIMMO YYWUTHI-
BaTh HaJIMYMe CEHCHOMIM3AlMM K ajiiepreHaMm JIpyrux
MJIEKOTTMTAIONINX B OKPYKEHUHU, KIIMMAT, MMPUCYTCTBUE
Y YPOBEHbB aJUIEPTEHOB KJIEIIEN TOMAITHE ! MTbUIY 1 TIIe-
CEeHM, pa3Mepbl XU U T.J. PazButrue GuorexHoso0-
rmii (CMHTe3 PeKOMOMHAHTHBIX aJJIEpreHOB, CO3JaHue
KOMITOHEHTHOM IMarHOCTUKU, YUTIOB U T.1I.) TTO3BOJIUJIO
MPUHIMITHATHLHO U3MEHUTh B3TJIAI Ha (hOpMHUpPOBaHUE
TUTIEPYYBCTBUTEILHOCTA K WHTAJISIIIUOHHBIM ajuiepre-
HaM JOMAIHUX XWBOTHBIX; KOMIUIEKCHO OLIEHUTh ac-
COLIMALINIO KIMHUYECKUX TPOSIBICHUN ajlIepTUIeCKUX
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3a00JIeBaHUI B YCJIOBUSX DKCIO3UIIMUM COOTBETCTBYIO-
X aJiIepTeHOB; pa3paboTaTh MOKa3aHUsS K TMpodu-
JIAKTUKE W ONTUMAaJIbHOI Teparvu, B TOM YUCJie ajuiep-
reHcrneupuIecKoi.

BaxkHeiile WHTaISAIMOHHbBIE aJIepreHbl MJIEKOTH -
TAIIMX MOTYT ObITh KBaTU(UIIMPOBAHbI HA TISITh TPYIIT
MPOTEVHOB: JIMTTOKAJIMHBI, CEKPETOTTIO0YINHBI, Kaj-
JINKPEWHBI, JIATEPUHBI, albOyMWHBI. WMHTAISIIMOHHBIE
aJuTepreHbl MJIEKOTIUTAIONINX OOHApYXXMBAIOTCS B ChI-
BOPOTKE, TIEPXOTH, IIEPCTH, CIIOHE, Moue, (eKaausx.
IMprueM ajiepreHHBIN cOCTaB pa3andyeH B 3aBUCUMOCTHU
OT TIPOMCXOXAECHUST ajijiepreHa (Hampumep, SIHUTETUiA
WK CJTIOHA).

HauGomnee pacrnpocTpaHeHHBIM TOMAaIIHUM TIH-
TOMIIEM, BBI3BIBAIOIIUM aJUIePTUIO, SIBJISIETCS KOII-
ka (ta6n. 1). Fel d 1 aBasiercss Haubosee MUPOKO U3-
VUYEHHBIM WHTAJISIIIUOHHBIM aJlJIePTeHOM KUBOTHOTO
MTPOUCXOXICHNUST C TOYKM 3PEHUST €ro MOJIEKYJISIPHOM
cTpyktypsl, IgE-peakTuBHOCTM, T-KJIETOYHBIX peak-
LW, a3pOAMHAMUYECKUX CBOWCTB, pacrpeneaeHUs
B OKpYXalollell cpefie, CBA3M MEXIY SKCITO3UIIUEH aji-
JlepreHa W pa3BUTHEM aJUIePTUYECKUX 3a00JIeBaHMIA.
IgE x Fel d 1 BeistBisttorcest y 90% WHOWBUIYYMOB, CEH-
CUOMTU3MPOBAHHBIX K ayiepreHaM komku. Fel d 1 —
OTHOCUTCSI K CEMEMCTBY OelIKOB-CEKPETOTIIOONMHOB;
OH TPEICTaBIIsIeT COOOM TeTpaMepHBI TJIUKOIMPOTE-
WH, 00pa30BaHHBIN JIBYMSI HEKOBAJEHTHO CBSI3aHHBI-
MM TreTepoauMepaMu. buonorndeckas (pyHKIUsS 3TOTO
KpPYMHOTO ajiepreHa octaeTcss HemsBecTHoi. Fel d 1
MPOAYLUPYETCS CaTbHBIMKU, AHAIBHBIMU, CIIOHHBIMU
KeJe3aMU U TIEPeHOCUTCS Ha MeX C TTOMOIIbI0 TPYMUHTA.
Bonpmasg gacts mHranmsmmmonHoro Fel d 1 accomumpo-
BaHa C KPyMHBIMU YacTuiiamMu (0ojiee 9 MKM), OIHAKO
okoJio 23% unransunonHoro Fel d 1 HaxonuTcs Ha Ma-
JIeHbKUX yacTuiax (MeHee 4,7 MKM B 1uaMeTpe), KOTO-
pbIe OCTalOTCST B BO3IyXe B TeUeHHE HECKOIbKUX ITHEH,
TEeM CaMbIM CITOCOOCTBYSI pacIpOCTpaHEHUIO ajljiepreHa.
YacTtuiuel mMajaoro pasmepa (MeHee 5 MKM), Hecyllude
Fel d 1, MmoryT mocturaTb OpPOHXMOJI MaJIOTO pa3Mepa
U COOTBETCTBEHHO WHAYLIMPOBATH OPOHX00OCTPYKIIUIO.
JleTu-acTMaTUKM C ajuieprueil Ha KOIIKY MMEIT Oojee
BoicoKUii ypoBeHb sIgE Fel d 1 B cpaBHeHUU ¢ 00Jb-

Tabauya 1. KpaTKas XapakTepUCTHKA AJJIEPreHOB KOIIKU
Table 1. Summary characteristic cat’s allergens

OB30PbI JINTEPATYPbI

HBIMU C W30JMPOBAHHBIM aJlJIEPTUUECKUM DPUHHUTOM.
Fel d 1 npencraBasieTcst MapKepoM TOBBIILIEHHOTO PUC-
Ka pa3BuTusi OpoHxuanbHOI acTMbl [14]. Heobxonmumo
nomyepkHyTh, uto npu Hanuuuu sIgE k Fel d 1 Beicoka
BEPOSITHOCTh PeaklWii U K IPYyruM KOIIAaYbUM (JIbBBI,
TUTPBI U T.J1.).

Fel d 2 (ceiBopoTOUHBI anb0yMuH) pearupyet c IgE
15—40% 6onbHbIX ¢ ayuteprueit K komke. Fel d 2 ais-
eTCsT TPUIMHOM CUHAPOMA «KOIIIKa—CBUHUHA», KOTOPBIIA
OOYCJIOBJIEH TIEpEKPECTHON pPEaKTUBHOCTHIO abOyMM-
HOB pa3nnuHbix MuiekonuTatomux (Fel d 2, nSus s, Can
f 3 1 Bos d 6). Heobxonnmo MoguepKHYTh, UTO YKa3aH-
HBI CUHAPOM JOCTATOYHO PEIOK U MMeeT MecTo y 1—3%
OOJIbHBIX C CeHCcUOWIM3aluei K ajlepreHy KOIIKM.
OOBIYHO CHHIPOM TIPOSIBIISIETCST KParTMBHULICH VJIK aHa-
¢unakcueit mocie yrorpediieHus CBUHUHbBI; MHOTIA He-
BO3MOXHO TOYHO YCTAHOBHUTD CBS3b MEXIY CUMITTOMAMU
U ynoTpebJieHUEM COOTBETCTBYIOIIEro npoaykra. [1pu-
omm3nuTeabHO y 20% 13 3TUX OOJBHBIX peaKIIN1 BOZHUKA-
10T ¥ TIPH YITOTPEOIeHUN TOBSITUHBI.

Cencubunu3zanus K Fel d 2 accounmpoBaHa ¢ 6oiee
TSDKEJIBIMU pECITUpaTOpHbIMU cuMnTomaMu [2]. Beico-
kuit ypoBeHb Fel d 2 accolimnpoBaH ¢ aTOMUYECKUM Jep-
MaTUTOM Y JETEN.

Feld 5u Fel d 6, (IgA u IgM coOTBETCTBEHHO) MOTYT
OBbITb TIPUYMHON aHahWIAKCUN/KPATIMBHUIIbI, BO3HM-
Katolei uyepe3 3—6 9 Tocie yrnoTpeOJeHUsT TOBSIIUHBI,
CBUHUHBI, OapaHuHbI. JlaHHas1 OTCpoOYeHHasl peakiusl
O0yCJIOBJIeHA HaJW4YMeM OBIUTOIOB OJIMTOCAXapUIOB
(ranakToza-anbda-1,3-rajakro3sl) Ha MJaHHBIX ajiep-
reHax Kolnku. [IpwueM TepBUYHAST CEHCUOMIM3ALINS
B 3TOM cJiyyae 0OObIYHO MPOUCXOAUT TOCTIe YKyca HEKOTO-
PBIMM MKCOJIOBBIMHM KJtemaMu |3].

DnuTonsl  oaurocaxapuaoB (rajsakrosa-anbda-1,3-
rajlakTo3bl) pacroJjiaraloTcsl Ha psifiec MPOTEMHOB MJIEKO-
MUTAIONINX, He OTHOCSIIMXCS K mpuMaTaMm. sIgE k onm-
rocaxapujaM He acCOLIMUPYIOTCSI C aJJIePrUYecKuM T10-
paXkeHHeM pecTMpaTOpPHOIo TpaKTa.

B omimuue oT amaepruy K KOIIKe, KOTopasl MOYTH
MOJIHOCTBIO CBsI3aHA C CEHCUOMIM3alMell K ajulepreHy
Fel d 1, npoduib ceHCMOMIM3AIMKU K ajulepreHaM Co-
0aku HeofgHopoaeH (Tabs. 2). Ha cerogHsiiiHuii neHb

Annepren MosdekyasipHas macca, K/1 MosJekyna KomuectBo 60sbHbIX ¢ IgE peakTuBHOCTBIO, %
Feld 1 18 VreporiioouH >90
Feld2 69 AJIBOYMUH 14-30
Feld3 11 Lucratun 10
Feld 4 22 JIvmokanuH 63
Feld5 28, 64 IgA 38
Feld 6 28,94 IgM HewussecTtHa
Feld7 17,5 Jlunoxanuu 37
Feld 8 24 JlarepuHMOa00HbIM OesToK 19
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Tabauya 2. KpaTkas XapakKTepUCTHKA aJIJIEPreHOB COOAKHU
Table 2. Summary characteristic dog’s allergens

Annepren MoudekyaspHas macca, K/1 MouJekyna Kosmuectso 0oabHbix ¢ IgE peaktusuocTsio, %

Canf'l 18-25 JInnokanuH 41-75
Canf2 19-27 —"— 22-30
Canf3 66 AJTBOYyMUH 16—30
Can f4 16—18 JIumokanuH 35—-60
Canf5 28 Kammikpenn 70

Canf6 27-29 JIumokanuH 23-61
Canf7 16 Y3naBanue M D2-MoneKyJibl 10—-20

BBISIBJIEHO Ce€Mb ajuiepreHoB cobaku. M3BecTHO, 4TO Ya-
CTOTa CEHCUOWUIM3ALMU K OMNpENeSeHHbIM aljepreHaM
co0akM BapbMpyeT B Pa3IMYHBIX TeorpadUIecKux pe-
ruoHax. K ceMeiicTBy 6€JIKOB JIMTTOKAMHOB TIPUHAIJIEKAT
Can f 1, Can f 2, Can f 4 u Can f 6. Can f 3 oTHOCUT-
cs K aTbOyMUHAM U MMeeT JTOCTAaTOYHO BBICOKYIO TTepe-
KPECTHYIO pPEaKTUBHOCTb C albOyMUHAMU IPYTUX K-
BoTHBIX. Can f 5 — nmpocratnyeckuii KaJJIMKpenH — ObLI
OIrcaH KaK aHApOTeH3aBUCUMBII GeJOK, BhIpabaThiBac-
MBI KJIETKAMM TIpeICTAaTeIbHOM Xee3bl. McTouHnKOM
Can f 5 aBasiioTcst UcKiounTenbHO camiibl. Can f 5 —
[JIaBHBIM ayjiepreH cobaku; TipubnusutenbHo B 40%
Yy CEHCUOWIM3UPOBAHHBIX K HEMY OOJIbHBIX OTCYTCTBYET
sIgE k npyrum KoMmoHeHTaM ajijiepreHa cobaku. Beico-
Kkuit ypoBeHb ceHcuOuauzauuu K Can f 1, Can 2, Canf5
CIYXWUT CWJIBHBIM TIPEIUKTOPOM aCTMATUYECKUX CHM-
MTOMOB, BO3HUKAIOIINX IMPU KOHTAaKTe ¢ codakoii [15].

IMpumedaTeTbHO, YTO B TpyrIie OOTbHBIX, UMEIOIINX
KOMOWHUPOBAHHYIO CEHCUOMIM3ALIMIO K aJUIepreHy co-
6aku 1 Komku, crenuduaeckue IgE x Can f 6 o6Hapy-
sxuBaroTcs B 61% ciydaes [16]. BeposTHo, ¢ 3TUM ajiep-
TeHOM YaCcTUYHO CBsI3aHA TMepeKpecTHas PeakTUBHOCTh
K HECKOJIbKMM MCTOYHMKAM aJlJIepreHOB: KOIIKa, coba-
Ka, JIolab.

OcoObIif MHTEpec MpencTaBiIsieT BIAUSIHUE H3MEHe-
HUST DKCITO3WIINN ajlJlepreHa Ha TPOTHO3 JajibHEMIIero
TeueHus: 3aboneBaHus. YpoBeHb sIgE cHukaercsa mocne
yOaJIeHusT MUTOMIIA, OJHAKO 3TO CHIUKEHHWE He3HauYu-
TEJIbHO CBSI3aHO ¢ KJIIMHUYECKUMU TIposiBieHusiMu [17].
OnucaHo, 4TO y YaCTH MAllMeHTOB YMEHBIIAETCS MHTEH-
CUBHOCTb KJIMHUYECKOTO OTBETA B YCIIOBUX MTOCTOSTHHOM
BBICOKOM BSKCITO3UILIMM peJIeBaHTHOTO ajutepreHa. Ha-
MpUMep, MaIUeHThl, CEHCUOUIM3UPOBaHbIe K ajjiepre-
HaM KOIIIKHW, MOTYT OBITh TOJIEPAHTHBI Jaxke K IKCITO3U-
mum Fel d 1 Beire 44 MKT B 1 T TIBIJIM, OMTHAKO OHU MMEIOT
TEHICHIINIO K BO3HWKHOBEHUIO TSKEJIBIX PECTTUPATOP-
HBIX CUMIITOMOB TTOCJIe Tiepruoaa 6e3 BO3AeCTBUS pefie-
BaHTHOTO ayiepreHa [18].

HawnbGosee pagukaibHbIM U aOCOJTIOTHO OOIIENpPHU-
3HAHHBIM MEPOTIPUSITUEM B JICYEHUM OOJBHBIX, UMEIO-
X CEHCUOMIN3ALMIO K MHTATSIIMOHHBIM ajlepreHaM
JMIOMAIITHUX JXUBOTHBIX, SIBJIAETCS yOaJeHHe TTHUTOM-
1ma u3 goma. OmHaKO 3TO JajeKo He Bcerma BO3MOXKHO
U, KPOME TOTO, aJlJIepTeHbl IIUTEIbHO MPHUCYTCTBYIOT

B TOMEIICHWHU Jaxe Tocjie yOaJeHUs >XUBOTHOTO.
B cBsI3u ¢ 3TUM TIPOBOAATCS Pa3IUIHbBIE MEPOTIPUSITHS
MO CHUKEHUIO KOHIEHTPALIMY XKUBOTHBIX aJlJIEPreHOB,
KOTOpBIE IO HACTOSIIETO0 BPEeMEHU He O0afmaioT Ho-
Ka3zaHHOW KJIIMHUYecKoil addekTuBHOCThIO. K 2aTUM
MepaM OTHOCHUTCS: KyITaHWe XWBOTHBIX He pexe 2 pa3
B Henemo (cHuxkeHue konuudectBa Fel d 1 u Can f 1);
3arpeT Ha HaXOXAeHWe MUTOMIEB B CTaJbHe; UCITOTb-
30BaHMe ouucTutTeseir Bo3ayxa ¢ HEPA-dbwisrpamu
W TIBIJIECOCOB (CHIDKEHWE YPOBHS STUTETUATbHBIX ajl-
JIEpreHOB), MCIOJb30BaHUE TKAHW MJis TOAYyIIeK, IMO-
KpbIBaJ, MaTpacoB C TTOpaMM pa3MepoM MeHee 6 MKM.
Kpome Toro, B HOUHOe BpeMs BO3MOXHa paboTa mpu-
Oopa, co3/1alolIero JJaMUHAPHBIN MOTOK BO3ayXa B OJIv-
JKalIieM OKpYKeHWU TalMeHTa (HaKorIeHa JOCTaTou-
HO 3HaYMMasl loKa3arejibHas 6aza).

IMoHnMaHue  MHOTOMEPHOCTH  CEHCHOMIU3AIUU
K WHTAJISUAOHHBIM ajulepreHaM MIIEKOTUTAIONINUX TT0-
3BOJISIET KPUTMYHO PACCMOTPETh BO3MOXKHOCTH CYIIE-
CTBOBAaHUSI TUITOAJIEPTEHHBIX SKUBOTHBIX («TUIOAJI-
JIepreHHasl KOollIKa», «TUMoajiepreHHasi cobakar). Tak,
ypoBeHb Can f 1 B 0Opasiax mepcTu cobak «ruroaiep-
TEeHHBIX» TIOPOJ He HUXE, YeM Y «HETUITOAIepTeHHBIX»
opo (JTadbpamop, MyneNb, IpAeabTepbep, UCITAHCKAsT BO-
nstHast v T..) [19]. HeoGxonuMo moauepKHyTh, YTO BO3-
MOKHOCTb CO3JaHMSI TUITOAJUIEPTEHHBIX MTOPOJ SIBJISIET-
Ccsl KOMMEPUYECKU HaIpaBJIeHHBIM MPOEKTOM, KOTOPBIN
He MMeeT HUYETO OOIIEro ¢ peallbHbIMMU IMpoOIeMaMu
60bHBIX. COo3MaHNe «TUTTOAJJIEPTEHHBIX TTUTOMIIEB», He-
CMOTPS Ha HAJTMYME JOCTATOYHO aKTUBHOTO MAapKEeTUHTA,
MPOBOANMOTO PSIIOM KOMIIAaHWI, He WMeeT HaydHOTO
obocHoBaHus [20]. AnnepreHcnienuduyeckas UMMYHO-
Tepanus ajulepreHaMu TOMAlTHUX SKUBOTHBIX MHTEHCHB-
HO pa3pabaThiBaeTCs W yKe TMPUMEHSIETCST B psilie CTpaH,
HO, K COXaJIeHWIO, MoKa JieueOHbIe ajljiepreHbl (cobaka,
KOIIIKa) He 3apeTucTpupoBaHbl B PO [21].

Takum o6pa3om, aHanu3 NMpodUIsi CEHCUOMIMU3ALINN
K WHTAJISIMOHHBIM aJUlepreHaM JTOMAITHUX XKUBOTHBIX
B COBOKYITHOCTH C KJIMHUYECKUMU TaHHBIMU U OLIEHKOM
KOHTaKTOB OOJBHOTO C peleBAaHTHBIMU alJiepreHaMu
SKUBOTHBIX TTO3BOJISIET TPUHIUITUAIBHO ONTUMU3HPO-
BaTh MPOMUIAKTUKY U TePaATTUIO aJlJIePTUIeCKNX 3a00J1e-
BaHWIA, a TAKXKe CITOCOOCTBYET pa3paboTKe HOBBIX METO-
JIOB TEPaInu.
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Kimnnyeckue nposiBjieHHs HAPYIIEHHI KJIETOYHOTO SHEProoOMeHa NMpH COMATHIECKIX
3a00JIeBaHMSAX Y JAeTei

U.U. Heanosa, C.D. hycaes, A.A. Urvuna

®re0yY BO Teepckol rocyaapCTBEHHbIN MEAMLIMHCKUA YHUBEPCUTET, TBepb, Poccus

Clinical manifestations of disorders of cellular energy metabolism in somatic diseases
in children

L1 Ivanova, S.F. Gnusayev, A.A. llyina

Tver State Medical University, Tver, Russia

N310KeHbl cOBPeMeHHbIE B3LIsIbI HA SHEPreTHYEeCKHii 0OMEH B JKMBO# KJleTKe, MPeICTABJIEHbI CBEJAEHHsI 0 MEXAHU3MAX €ro pea-
JM3aIUH B HOPMe M mpu narojoruu. [1oapodHO ocBelleHbI CHOCOOBI AMATHOCTHKH HAPYIIEHWiIl BHYTPHKJIETOYHON JHEPreTHKH,
BKJIIOYAIONIME OLEHKY AKTHBHOCTH MHUTOXOHIPHAJIbHBIX (hepMeHTOB B MM(pONMTAX KPOBH, YPOBHSI OOIIEro W CBA3AHHOTO KAPHHM-
THHA C MCTOJIb30BAHUEM METO/I0B (DOTOIJIEKTPOKOIOPUMETPHH M XKUIKOCTHOI TaHIEMHO# XpomMaTomMacc-cnekrpomerpun. Onuca-
HbI OCHOBHbIE KJIMHUYECKHE MPOSBICHHS] MUTOXOHIPHAIBHBIX HAPYUICHHii: NATOJIOTHYECKHE MPOSBIEHHSI CO CTOPOHBI MBIIIEYHOM
W 1IEHTPAJIbHOI HEPBHOI cUCTeM, cepaua, APYIMX COMATHYECKUX OPraHoOB, MOJMCHUCTEMHOCTb MOPAXKEHHIA. ABTOPbI aHAIM3UPY-
10T CBeJeHUS] MeIMIMHCKOI JIMTePATyPhl MOCJIEIHNX JIET 0 COCTOSHUN JHEPreTHIECKOro 00OMeHA NP Pa3HOi MATOJIOTHH Y JeTeii:
NPH MUTOXOHPHAJILHBIX 3200/IEBAHUSX, IATOJIOTHH MUAILEBAPUTEHHOTO TPAKTA, MOUEBbIIEIUTEILHON CUCTEMbI, BEreTOCOCYIUCTOM
nuctonuu u 1p. IlpuBeneHsl 1aHHbIe 0 CIOCO0AX KOPPEKIMH HAPYIIEHUIT JHEPreTHYECKOro 00MeHa ¢ UCIO0JIb30BAHHEM SHEPrOTPON-
HOii Tepanuu. YoeauTe/IbHO MOKA3aHO, YTO MPH MUTOXOHIAPHAJIBHBIX HAPYLIEHUSX HEOOXOAUMbI NMpenaparbl L-KapHUTHHA B BUIE
MOHOTEpANNU WIN B KOMILIEKCE C IPYTHMHU JIeKAPCTBEHHbIMM CPEACTBAMH.

Karoueesvte caosa: demu, MumoxoHopuanvhvle HapyueHus, MUMOXOHOPUANbHbIe 3a001e6aHUS, OUCHAG3US COCOUHUMENbHOU MKAHU,
L-kapnumun, snepeomponnas mepanus.

Ansa untuposanms: VisaHoBa V.U., THycaeB C.®., NnbuHa A.A. KnuHudeckne nposiBieHns: HapyLLeHnii KIeTo4Horo aHeproobmMeHa npu co-
marndeckux 3abosieBaHusx y AeTen. Poc BecTH nepuHaton v neamnarp 2018; 63:(2): 27-33. DOI: 10.21508/1027-4065-2018-63-2-27-33

The article presents current views on energy metabolism in a living cell, information on the mechanisms of its implementation in norm
and in pathology. The methods of diagnostics of intracellular energy disturbances including the assessment of mitochondrial enzymes
activity in blood lymphocytes, the level of total and bound carnitine using photoelectrocolorimetry and liquid tandem chromatomass
spectrometry methods are discussed in detail. The main clinical manifestations of mitochondrial disorders are described: pathologi-
cal manifestations on the part of the muscular and central nervous systems, the heart, other somatic organs, the polysystemic nature
of lesions. The authors analyze the recent medical publications on the state of energy metabolism in different pathologies in children:
with mitochondrial diseases, pathology of the digestive tract, urinary system, vegetovascular dystonia, etc. Data on the ways of cor-
rection of energy metabolism disorders using the energy-rich therapy are presented. It is convincingly shown that mitochondrial
disorders require L-carnitine preparations in the form of monotherapy or in combination with other drugs.

Key words: children, mitochondrial disorders, mitochondrial diseases, connective tissue dysplasia, L-carnitine, energy-rich therapy.

For citation: Ivanova I.1., Gnusayev S.F., llyina A.A. Clinical manifestations of disorders of cellular energy metabolism in somatic diseases in chil-
dren. Ros Vestn Perinatol i Pediatr 2018; 63:(2): 27-33 (in Russ). DOI: 10.21508/1027-4065-2018-63-2-27-33

3HepreTW{ec1<m7I OOMEH — CJIOKHEWIITNIT KOMIIIEKC
MpOoILIeCCOB, 00ECMeUYnBaOIINI BCE CTOPOHbBI XKM3-
HeAeATeIbHOCTY XKMBOM Matepun. OH BKIIIOYAeT XH-
MU4YecKre u (U3MKO-XMMHUYECKHE peaKlni KaK B Op-
TaHWU3MeE B 1I€JIOM, TaK U Ha YPOBHE OTAEJIbHOU KJIETKU.
B mocnenHee BpeMsi coBpeMeHHasi MEAUIIMHA YyIesieT
Bce OoJiblliee BHUMaHME TpolieccaM, JieKalluM B OCHO-
Be KJIETOYHOTO JHEproodecrieuyeHusI, MPOUCXOISIIINM
B MUTOXOHIpHUsIX. OCHOBHOU (DYHKIIME 3THUX OpraHesu
SIBJISIETCS BBIpAOOTKA SHEPTUU U3 MOCTYMHAIONINX B IIM-

© KonnekTtune aBTopos, 2018

Anpec s koppecnonnenuumn: Msanosa Mpuna MropesHa — K.M.H., TOLEHT
Kadeapsl IeruaTpun neanarpuyeckoro daxynsrera TBepcKOro rocy1apcTBeH-
HOTO MEIUIIMHCKOTO YHUBEPCUTETA

THycaeB Cepreit @enopoBuy — 1.M.H., pod., 3aB. Kadbeapoii neauaTpuu me-
nuarpudeckoro dakyiasrera TTMY

WnbuHa AHHa AHzupeeBHa — OpAMHATOpP Kadeapbl MeAuaTpuu reauatpuye-
ckoro dakyiasreta TTMY
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TOIJIa3My TIPOIYKTOB oOMeHa BellecTB. MMeHHO B HUX
OCYLIECTBIISIETCS] KJIETOUHOE JIbIXaHUE, OKUCIISIIOTCSI Be-
1LIECTBA, MOJYYEHHBIE B Pe3yJIbTaTe aHA9POOHOTO OpoKe-
HUS U BBICBOOOXIAETCST OOJIbIIIOE KOJIMUYECTBO BHEPTUM,
akKKyMyJupyeMoi mpeumyiiectBeHHo B AT®. Hapyie-
HUS TIPOLIECCOB HOPMaJIbHOTO OOMEHa BEIIECTB B MM-
TOXOHJIpUSIX Ha3bIBAIOTCSI MUTOXOHIIPUAJIbHON HelocTa-
TOYHOCTHIO.

Tlpouieccsl  3HeprooOecrnevyeHus  YHUBEPCATbHBI
BO BCeX KJIETKaX OpraHm3Ma. DTO TMPUBOIUT K OTPOM-
HOWl BapuMaTMBHOCTU KJIWHWUYECKUX TIPOSIBICHUN MM-
TOXOHJPHAJbHON HEIOCTAaTOYHOCTUM B 3aBUCUMOCTU
OT MPEUMYIIIECTBEHHOTO BOBJICUEHUSI B MATOJIOTMYECKUIA
MpolLecc TOTO WK MHOTO opraHa, TKaHu. KinnHuyeckue
CUMIITOMBI BKJTIOUYAIOT CITIEKTP OT TOBBILICHUS yTOMJIsIe-
MOCTH JIO TSIKEJbIX 3HIedanonaTrii ¥ moJMHeBponaTuii
MpU TIOPaXXeHUM HEPBHOM CHUCTEMBbI, OT YMEPEHHbIX Ha-
pYlLIEHUI pUTMa IO JAWIATAllMOHHBIX KapJHMOMUOIATUI
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B KapAuOJIOTUM, OT HEOOJBbIIONH MBIIIEYHOUN cllabocTh
JI0 TPYOBIX MUOTATUYECKMX W3MEHEHWI B MUOJIOTHHU.
AHAJIOTUYHEBIE TIPOSIBJICHUSI MOXKHO HAWTH U B APYTUX CH-
cTeMax opraHusma. Bo Bcex cirydasx B OCHOBE Mpo0JieM
JIEKUT 3aMeUIeHNe OMOXUMUYECKUX PeakKIuii B MUTO-
XOHIpUSIX. [MTTOKCUST, MHTOKCUKALIMS ellle OOJIbIlle TOp-
MO3IT yKa3aHHbIe Tiporecchl. O6pa3syoinecss B TaKUX
VCJIOBUSIX B TTOBBIIIIEHHOM KOJIMYECTBE CBOOOIHbBIE PaIy-
KaJbl He YCIeBalOT WHAKTUBUPOBATHCS aHTHMOKCUIAHT-
HBIMM CHCTEMaMHM 1 TIOBPEKIAI0T MUTOXOHIPUH, YCYTYO-
JISIST 9HEPTETUYEeCKKe HapYIIeHUsI, IPUBOIS B KOHEYHOM
cyeTe K arforTo3y U HeKpo3y KJIeTOK.

BriepBbie HapylieHUs oOMeHa BeleCTB, BbI3BAHHBIE
IUChYHKIMEH MUTOXOHIPUIA, TOBPEKIAIOIINE TKaHEBOE
JbIXaHue, ObLTA omucaHbl B cepeanHe XX Beka. B Ha-
crosiiiee BpeMsi u3BecTHO yxxe 6onee 200 3aboeBaHUiA,
O00OYCJIOBJIEHHBIX T€HETUYECKUMU, CTPYKTYPHBIMU, OUO-
XUMUYECKUMU Je(DeKTaMK B OpraHesiax, B OCHOBE KOTO-
PBIX B KAaYeCTBE 3THOJOTUYECKUX WY TTATOTEHETUIECKIX
(hakTOPOB JIEKUT MUTOXOHAPHUATbHAS HETOCTATOYHOCTD.
K HUM OTHOCSITCS caxapHBI IWabeT, paxuT, CHHAPOM
XPOHUYECKOUN YCTaIOCTH, TJIMKOT€HO3bI, TeUYeHOYHast
HEJIO0CTATOYHOCTh, TMPOKCUMAabHASI TyOyJOTaTusI, MU-
IpeHb, TAHIUTONEHUs, HACJEICTBEHHbIE HapyIIeHUS
COCTMHUTENIBHOM TKaHW W MHOTHWe Apyrue. Yaiue Bcero
KIMHAYECKUE TIPOSIBJICHUSI B Pa3JIMYHBIX COYETAHUSIX
HaOJTI0IAI0TCS CO CTOPOHBI LIEHTPAIbHOM U Tepudepu-
YeCKOM HEPBHOW CHCTEM, CKEJIETHOM M KapAWalbHOMN
MBIIIEYHOM TKAHW, OPTaHOB YYBCTB, 3KeJie3 BHYTPeHHEH
U BHEIIHEW ceKpeluu. DTO MOTYT OBITh HU3Kas TOJie-
PAHTHOCTh K (PM3MYECKUM HaArpy3kam, ObICTpasi yTOM-
JIIEMOCTh, CIab0CTh, MBIIIEYHAST TUTIOTOHMSI, TUTIOTPO-
(s, MUOTIATUIECKUI CUHAPOM, 3a[iep>KKa YMCTBEHHOTO
pa3BUTHSA, CYIOPOTH, TUTIEPTPOGUIECKas NI TUIaTalv -
OHHasl KapJAWOMUOIATHsI, HapyIIeHUsI CepAeUHOM Mpo-
BOJIMMOCTH, 3peHUS U cliyxa, oOMeHa BelecTs [1, 2].

Hapsiny ¢ G6enkamu M yriaeBomaMM, OCHOBHBIMU HC-
TOYHMKAMU SHEPTUU B KIIETKE SIBJISIIOTCS KUPBL. OmHOM
13 BaXXHEUIINX CTAIWi TTOJYYeHUST U3 HUX SHEPTUU SIB-
JIIeTCST OKMCIIEHNE KUPHBIX KUCIOT B MUTOXOHIPUSIX C
nocenyomuM cuHTe3oM AT®D. YposeHb cuHTeza ATD
3aBUCHUT OT TTOCTYIUICHUS SKUPHBIX KUCIOT BHYTPb HaH-
HBIX opraHesul. KiToyeBbIM Y9aCTHUKOM 3TOTO TMpoliecca
cuntaeTcsl L-KapHUTHUH, HAXOASIIUICS B TKaHSIX B (op-
Me L-crepeonsomepa. L-KapHUTUH TpeACTaBiIsieT OO0
HU3KOMOJIEKYJISIPHOE COETWHEHME, TTPOU3BOIHOE aMU-
HOMACJISTHOM KUCTIOThI. OH TpaHCMOPTUPYET ITMHHOLE-
MTOYEYHbIe KUPHBIE KUCIOTHI B BUIE CIOXHBIX 3(PUPOB
(aIMIKapHUTUHOB) W3 IUTOILIA3MBI 4epe3 HapyKHYIO
M BHYTPEHHIOI MeMOpaHbl MUTOXOHAPUI B MaTpuUKC.
Tam, B MaTpukce, TpOUCXOIUT UX B-OKUCIEHUE C 00pa-
3oBaHueM areTui-KoA, ciyxaiiero cyocTpatom sl M-
xima Kpebca m mocneayromiero cuHteda AT®, xonmvna
U ero 3(UpOB, M3 KOTOPBIX 00pasyeTcs aleTUIXOJUH
[2, 3]. HokazaHo yuactue L-kapHuTuHa B cuHTe3e T-
" B-mumdonmraMu HeMeTraTopHOTO BHYTPUKIIETOYHOTO
ateTiIxonHa. TlocmemHWii B3aMMOIENMCTBYET C COOT-

OB30PbI JINTEPATYPbI

BETCTBYIOIIIMMH peLIeTITopaMi Ha Makpodarax ceje3eH-
KW, MHTHOUPYS] aKTUBHOCTb BOCTAJIMTEIBHOTO MEIUaTO-
pa (akTopa HeKpo3a OMyXoJihn-anab(a, OTBETCTBEHHOIO
3a pa3BUTHE CUCTEMHOTO BocrajieHus [4]. ALIeTUIXOJINH,
SIBIISISICH MEAMATOPOM KaK CUMITATUYECKOro, TaK M Tia-
pacMIaTUYECKOTO OT/Ie/Ia BEereTaTUBHOM HEPBHOM CH-
CTeMbI, 00ecreYnBaeT TMPUCITOCOOIEHNEe OpraHu3Ma
K BIMSHMIO (DAaKTOpOB BHEIIHEH cpenbl [5]. YcraHoBieHO
GJIaronpusITHOE BIMSIHUE L-KapHUTHHA Ha SHAOTEUI CO-
cynoB. BhIsIBIIeHa eTo ClTOCOOHOCTh BOCCTAaHABIMBATH SH-
JOTETUANTbHYI0 (DYHKIIVIO U TIPEAYTIPEXIaTh peMOIETUPO-
BaHME COCYIOB, OOYCJIOBIEHHOE CHUKEHUEM TIPOIYKIINN
okcua azora [2].

HenocratouHoe MoOCTyIIeHUE KUPHBIX KUCJIOT B MU~
TOXOHAPUM CKa3bIBaeTCsl Ha TIOCIEAYIOIIMX Tpolieccax,
COTTPOBOXAAIOIINXCS BBIPAOOTKON 3HEPTUM; B PE3yJIb-
TaTe aKTMBU3UPYETCS WCIOJb30BaHWE B KauyeCTBE WC-
TOYHUKA DHEPTMU TJII0KO3bl. Ha 3TH peakiuy TpaTutcs
6oJIbIIIe KUCIOPOJA, YTO TTPUBOIUT K TUITOKCUM TKaHEH
¥ BO3HUKHOBEHMIO TTOPOYHOTO Kpyra HapylleHUi 6uo-
XUMHUUYECKUX MPOLEeccoB [3, 6].

B opranusme yenoBeka CUHTE3MpyeTCs TOJbKO 10-
20% HeoOXoaMMOTO KOJIMYECTBA KAaPHUTHUHA B TMIEUYEHHU U
MOYKax U3 MpealIeCTBEHHNKA C y9acCTHeM aMUHOKHUCIIOT
JIN3WHA, METUOHWHA U psina (hepMEHTOB B MIPUCYTCTBUU
ButamMmuHoB C, B, nonos xene3a. OOpa3oBaBIIUiics Kap-
HUTUH TPAHCIIOPTUPYETCST B CKEJIETHBIE MBIIIIIBI U MUO-
Kapll, ero TKaHU-XpaHWJININA, TJe aKTUBHO MPOUCXOAUT
o6meH xupoB. 80-90% HeoOXOAMMOTO KOJMYECTBA Kap-
HUTWHA JOJKHO TTOCTYINaTh U3BHE. B HacTosinee Bpems
MEHIO B3pOCJIOTO 4YesioBeKa obOecreyrBaeT JUIIb TPETh
ero MoTpedHOCTell B KApHUTHHE, B OCHOBHOM 3a CYET
MSICOMOJIOUHBIX M PBIOHBIX MPOAYKTOB (OTCIOA €TO Ha-
3BAHUE OT «KAPHUC» — «MSICO»).

B HacTosiiee BpeMsl B TIOMYJISILIMKU paciipoCTpaHeH
BTOPUYHBIN Je(UIIUT JaHHOTO OWOJIOTMYECKU aKTHB-
HOTO BellecTBa. [IpUYMHBI KPOIOTCS KaK B HapyIIeHU-
SIX €r0 DHIOTEHHOTO CHHTE3a, YCBOCHUS M3 TPOIYKTOB
MUTaHUsI, OOMEHa B OpraHW3Me, HeIOCTaTOUHOM ITO-
CTYIJICHUM C TIWIIEW, TaK U B YCWUJIIEHHOM BBIBEICHUU
yepe3 MOYKU WM MUIIeBAapUTEbHBINA TpakT. B HopMme
KapHUTWH TIPaKTUYECKU TOJHOCThIO peabcopOupyeTcst
B MouKaX. BeIBeleHMe ero M3 OopraHM3Ma yCUJIMBAeTCs
MPU CTPECCOBBIX CUTYALIUSIX, MH(PEKIIMOHHBIX 3a00J1eBa-
HUSIX, HApyIIeHUU (HYHKIIUW TTOYeYHBIX KaHaJIbIIEeB, Ta-
TOJIOTUM TIEYeHU, KUIIIeUHUKa [7].

MuTtoxoHApHUaTbHBIE HapYIIeHUST MOXHO IHarHO-
CTUPOBaTh C TIOMOIIBI0 OMOXMMMUYECKUX M TEeHEeTHYe-
CKHX METOIOB. broxmmuyeckas IMarHOCTHKa TIPOIIe,
JeleBie M, KaK MpaBWIO, YyBcTBUTeNbHee. Hambosee
YacTO MWCTIOJb3yeMble UCCIeI0BaTeIbCKE METOIM-
KW B HacTosiliee BpeMs — (POTORIEKTPOKOIOPUMETPUS
1 GoJiee TOYHAS KUAKOCTHAsT TaHIEMHAasl XpOMaToOMacc-
cnektpometrpusi. B Poccun paspaboraH CKpMHUHT Me-
TOJI BBISIBJICHHWST HAPYIIEHU KJIETOUHOTO SHEProooMeHa
10 aKTUBHOCTH MUTOXOHAPUATLHBIX (PEPMEHTOB B JIMM-
dormrax KpoBu. B 0OCHOBE JICKUT TIpeICTABIEHNE O TOM,
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Heanosa U.U. u coaem. KmiHndeckue mposiBIeHUS HAPYIIEHU T KIIETOYHOTO SHEProoOMeHa IPU COMATHIECKUX 3a00JIeBAaHUSX Y eTeil

YTO OHU OTpaXkaroT TOJUCUCTEMHbIE U3MEHEHUSI BCETO
opranusmMa. OLeHuBaeTCsl aKTUBHOCTh (DEPMEHTOB CYK-
muHataeruaporeHassl (CIIN), anbda-rnunepodocdar-
nerunporeHassl  (o-T'DIAl), mIyramataeruaporeHassl,
pa3Mepbl UX TpaHyJ, ONTHYECKasl MJIOTHOCThb, YPOBEHb
KjactooOpa3oBanud [1, 3, 8].

O HapyllleHUH MPOLIECCOB KJIETOYHOTO HEProodMeHa
KOCBEHHO WJIU TIPSIMO CBUJIETEILCTBYIOT META0OIMYECKUIA
aluI03, TIOBBIIIEHE B KPOBU COJEPXKAHUSI JlaKTarta, Mu-
pyBaTa HaToIIaK W TIOCJIe Harpy3KW TJIIOKO30M, U3MEHe-
HUE COOTHOUIEHMS JJaKTaT/MMpyBaT, akKTUBALIMS TIePeKMUC-
HOTO OKMCJICHUS JIMTIUIOB, YBEJIMYEHNE IKCKPELIMU psiia
OpPraHMYeCKUX KHUCJIOT, CHUKEHME COJEpXKaHUs OOIlero
kapHuThHA. OO KApHUTUH KPOBU COCTABJISIET CYMMY
cBobomHoro (70—80%) u cBsizanHoro BuaoB (20—30%).
B HOpMe ypoBeHb CBOOOTHOTO KapHUTHMHA B KPOBU CO-
craisger 20—60 Mkmomb/a. Ero mokaszarenmu oTpaxkaroT
0CBOOOX/IEHUE TAHHOTO BENIECTBA U3 SHAOTEHHOTO IyJa.
CBsI3aHHBIN KapHUTUH TIPEACTaBIeH allMUIKapHUTHHAMMU,
B OCHOBHOM aueTuikapuutuaom C, (85%). Mndopma-
TUBHO M3y4YeHWE OTHOIIEHUSI CBSI3aHHOTO M CBOOOIHOTO
KapHUTHMHA — KapHUTWHOBBIN KOA(POULIMEHT, OOBIYHO
oH He mipesbiraet 0,6. Ero yBenmyeHre pu COXpaHeHUN
B npezesiax pehepeHTHBIX 3HAUSHU I YPOBHS 00111eT0 Kap-
HUTHUHA TOBOPUT 00 OTHOCHUTEIBbHOW HEIOCTaTOYHOCTHU
CBOOOIHOTO KapHUTHHA [2].

ITpuBeneHHbIE BbIIIe JAaHHBIE O Pa3IUYHBIX OTKJIO-
HEHMSIX He SIBJISTIOTCS CIelu(pUIecKUMU, OTIUYAIOTCS
BapUaTUBHOCTBIO M MOTYT BCTPEYaThCs KaK MPU MUTO-
XOHIPUATHHON HETOCTATOYHOCTU, TaK W TIPU APYIUX
3aboneBaHusx. B miemom 15—20% meteit UMEIOT yMepeH-
HbIE HapyIIeHUs] KJIeTOYHOU 3HepreTuku. OHM MOTyT
He MPOSIBJIITHCSI B BUAE CAMOCTOSITETbHBIX 3a00JI€eBaHUI,
OJTHAKO CKa3bIBAIOTCSl HA XapaKTepe TeYeHUs Ipyrux 00-
Je3Hei [2].

B nutepaType MOXHO BCTPETUTh pe3yJabTaThl MHO-
TOYMCIIEHHBIX MCCJIEIOBAaHUI Yy JIeTeil pa3HOTO BO3pacTa
U TIpY pa3HoM maTtoyioruu. Tak, MokasaHo, YTO Y HOBO-
POXIEHHBIX 1 0COOEHHO HEJIOHOIIIEHHBIX JIeTeil MeeTC st
dusmoIornyeckass HeIOCTaTOYHOCTh KapHUTHHA [9, 10].
Ilo manHbIM paboThl, IpoBeaeHHON B HWUW nenuarpumn
U nerckoi xupypruu . Mockssel, u3 100 mereit, mocty-
MUBIIUX B TEHETUYECKYI0 KIMHUKY C HenuddepeHIn-
POBaHHBIMU HaApYIIEHUSIMU (PU3UIECKOTO U HEPBHO-
TICUXUYECKOTO pPa3BUTHSI, Y 49 BBISBICHBI HapyIICHUS
KJIETOYHOTO 3HeprooomeHa [11]. DHepreTuyeckuii nepu-
UT Ha (poHEe OOMEHHBIX HapyIIeHUH, TMCHYHKIIUU KOPbI
HaJMOYEYHNKOB BBISBIIEH Y TTALIMEHTOB U C TUTIOTPOUEI,
u ¢ oxkupeHueM. [1pu runorpouu 1—2-ii crerneHu y nerei
BBIsIBJIcHO cHWKeHUe aktuBHOCTH CJI, o-T'®T, moBbI-
IIeHUEe aKTUBHOCTU Kucoit hocdarassi [3]. [1o cytu cxo-
xue usMeHeHus (cHuxkeHne aktusHoctd CAT  o-TOT)
y nereit ¢ oxupeHuem [12]. BbIsiBlIeHHbIE W3MEHEHUs
MpU TUMOTPOGUU aBTOPBI PaCLICHWBAIOT KaK MPOSIBJICHUE
CHUXEHUSI OKUCIUTEbHO-BOCCTAHOBUTENIBHBIX TPOIIEC-
COB B JIMM(OLUTAX, HAPYIIEHUSI COCTOSTHUSI KIETOYHBIX
MeMOpaH 1 yCUJIEHUS MTPOIIECCOB KaTaboJIM3Ma B KJIETKaXx.

Ilo maHHBIM Jpyroro MccienoBaHUs, y JAETeil C Bere-
TaTUBHBIMU PacCTPOMCTBAMU OTMEYaJOCh CHUXEHUE
aKTUBHOCTM MUTOXOHApUaibHbIX ¢epMmeHToB CT,
a-T'®AT, nakratneruaporenassr (JIAT) [13].

Tlpn HacienCcTBEHHBIX OOJIE3HSIX COENMHUTEIbHOMN
TKaHU, TP MUTOXOHIPUAJIbHBIX 3a00JIeBaHUSIX BCTpE-
yaeTrcsl yMEpPeHHOE CHMXEHUE colepKaHus oOIlero
1 CBOOOJHOTO KapHUTUHA B KPOBHM, HAKOIUIEHUE alluI-
KapHUTHWHOB, BBICOKWII YPOBEHb JIaKTaTa, MOBBIILIEHHOE
OTHONIEHNE JIAKTAT/MIUPYBAT MOCJIEe HAPY3KU TJII0OKO301
[14, 15]. Y nmereii ¢ aucruia3ueil COEAMHUTENbHON TKAaHU
BBISIBJIEHBI 3HAUMTEJIbHbIE HapyIIeHUs B 3HepreTuye-
CKOM OOMeHe, BTOPWUYHBIN 3HEProaeULMT, MPU3HAKU
OKHUCJIMTENIbHOTO cTpecca u rumnokcum [15—20]. V Hux
OTMEUYEHO TIOBBIIIEHWE YPOBHS JIakTaTa (HepeaKo C pas-
BUTHEM JakTaT-anumosa), JIAI, cHuXeHUe aKTUBHO-
ctu CAT numdormros [21]. PazBuTre OKUCAUTETBLHOTO
cTpecca Mpy AUCTUIa3UU COETUHUTEIbHOU TKaHU Y IeTeN
MOATBEPKIAETCSI CHDKEHUEM PEe3MCTEHTHOCTH MeMOpaH
SPUTPOLIMTOB, YBEIMYEHUEM COACPKAHUS TIPOAYKTOB,
pearupymommnx ¢ TMo0apOUTypOBOil KHUCIOTON B CBIBO-
pOTKE KPOBM, YTO CBUICTEIBCTBYET OO0 aKTHBU3ALIMU
MEePeKUCHOTO OKUCAeHUsT TunuaoB [22]. U3meHeHus ra-
30TPAHCIIOPTHOMN (PYHKIINM TIPOSIBIISIIOTCS B YBEJTUUEHUU
ypoBHS 2,3-nudochorauiepara, 4TO CBUIAETETLCTBYET
0 HemocTaTouyHoi okcureHanmu. Kpome Toro, y merei
C JAUCIUIa3ueil COeMMHUTETbHON TKaHU BBISBJICHO CHM-
JKeHWEe YPOBHSI MUPOBUHOTPAJIHON KUCJIOTHI, YTO OTpa-
JKaeT CPbIB alanTallMOHHBIX BO3MOXKHOCTE 3pUTPOLIM-
TOB B OOECIIEYeHUM TKaHEeW aJeKBaTHBIM CO/ep>KaHUEM
kuciopona [6, 17]. Bece aT0 crmoco6CTBYET TPOrpeccupo-
BaHMIO OCHOBHOI CHUMIITOMATHMKM, CO3/aBasi HeOyaro-
MPUSTHBIN (DOH.

WccnenoBaHnue cuUCTeMbl aHTMOKCUAAHTHI—ITPOOK-
CUJIaHTHI TOKAa3aj10, YTO TMPU AUCIUIA3UU COEAUHUTEb-
HOW TKaHW OTMedYaeTcsl akTuBalvsi (hepMEeHTOB TEPBOM
JIMHUM 3alUThl — CYIMEPOKCHUUIMCMYTa3bl M KaTajla3bl
B BpPUTPOLIMTAX M LIEepyJOIJa3MUHA, 4YTO, OUYEBUIHO,
SIBJISIETCSl peaiu3alveil NelCTBUSI MEXaHU3MOB JOJTO-
BPEMEHHON afanTtaluyd CUCTEM aHTUOKCHUIAHTHON 3a-
IIUTHI KPOBU B YCJIIOBUSIX TUTTOKCUM U OKUCIUTETHLHOTO
crpecca. OueHKa criekTpa JUIONPOTeMHOB YKa3blBaeT
Ha rJIyOOKMe HapylleHUsl TpaHCMopTa JUMUI0B: YBEJIU-
YyeHUe OKHUCIUTESbHON MOoAu(UKAIIUKU JTUTTOTIPOTEMHOB
U CHUXXEHUE coiepxkaHust B-dppakuuu. M3meHeHus ak-
TUBHOCTH JIEMKOLIMTAPHOM dyacTasel, 0,-MaKporiooy-
JINHA, CYMMapHOW aKTMBHOCTU CEPUHOBBIX MPOTEMHA3
U aHTUMPOTEOJTUTUYECKOTO TIOTEHIMajla KPOBU HECYT
nHGOPMAILIMI0 O HAJIMYUU TIOBPEXIEHUsSI U MOTYT pac-
CMaTpUBAThCSl KaK AMArHOCTUYECKHME MapKephl JuCTIa-
31U COCAMHUTEIbHOM TKaHu [23].

B numeBapuTebHOM TpaKTe OOJIBIINX 3aTpaT TPeOy-
eT COKpaTuTelbHasi (DYHKIIUsSI, TIO3TOMY JIOTUYHO OXM-
JaTh ee HapylleHui Ha ()OHEe MUTOXOHIPUAJIbHON Hello-
cratroyHocTu [24]. Tpyrina aBTOpoB cpaBHUJIA COCTOSTHUE
rnokasarejieii 3HEepreTMYecKoro oOMeHa y TOAPOCTKOB
C DHAOCKOMWYECKW TMO3UTUBHOM TacTpoasodareaib-
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HoIi pedrroKcHOI 00Jie3HbI0 1 0e3 Hee [25]. Oka3anocs,
YTO CpelHMe TMOoKa3aTeu JlaKTaTa, MmupyBaTa U KapHU-
TUHA HAXOIWJWCh B Mpeaesiax HOPMBI y JeTell 00eunx
IpyMm. DTO CBHIACTENBCTBYET OO0 OTCYTCTBMHM TPYOBIX
pPAcCTPOMCTB TKAHEBOM SHEPTETUKU, HO TIPU TacTpO330-
(areanbHOI pedIIIOKCHOI 00JIE3HU B 11€JI0M BCe TTOKa3a-
TeJn ObLIM Bbillle. AOCOJIIOTHBIE 3HAUYEHUSI CBOOOTHOTO
KapHUTHWHA TIPeBBIIIAIN HOpMY Y 41% neTeit OCHOBHOM
rpymmbl. CBSI3aHHBIA KapHUTUH W KapHUTWUHOBBINA KO-
5(GGULIMEHT He BBIXOAWIM 3a Tpeaebl HOPMbI BO BCEX
rpymmax, HO OBLIM BbIIIE y IeTell ¢ 330darutamu. OT-
HOIIIEHWE JIAKTAT/TIMPyBaT B HECKOJIBKO pa3 MPEBBIIIATIO
HOPMY B OCHOBHOI TPYTITIe CO 3HAYMTEJbHOW pa3HULIEH
OTHOCUTEJIBHO KOHTPOJISI. ABTOPHI JIeIat0OT BBIBOJ, O TOM,
YTO HapyIIEHWS] MOTOPUKHU THIIEeBAPUTEILHOTO TpaKTa
SIBJITIOTCSI  TIOKA3aHUEM JIJIST BBISIBICHUST SHepromedu-
LIUTHOTO AuaTe3a y NeTe.

Ipn maTojaorMM €O CTOPOHBI MOYEBBIACTUTETLHOM
CHUCTEMBI, 3 UMEHHO TP OOCTPYKTUBHBIX He(pOTIaTHSIX,
ITy3bIPHO-MOYETOUHUKOBOM  pedIIioKce,  aHOMATHUsSIX
pPa3BUTHUSA U JIp., OOJBITMHCTBO aBTOPOB OOHAPYKUBAIOT
CHMKeHUue akTuBHOCTH ¢depmenTa o-I'DT, orpaxaro-
mee JaedekT aHa’pOOHBIX IHEPTETUUYECKUX TMPOIIECCOB
B ueyioM [11, 26].

B ¢Bsi3u ¢ BBICOKOI pacrpoCTpaHEHHOCThIO Hapyle-
HUI DHEPreTUYeCKOro 0OMeHa SHEPTrOTPOITHAST Tepartust
roKa3aHa Tpy IIMPOKOM KPYre COCTOSTHUI — TIPU MUTO-
XOHIPHUATBHBIX 3200JIEBAaHUSIX, «BTOPUYHBIX» MHUTOXOH-
JNIPUATBHBIX HapylleHUsIX Ha ¢oHe APYroil MmaToJoruu,
a Takke Ul MPOMWIAKTUKYA BO3MOXKHBIX OCJIOXHEHUIA
y TTALIMEHTOB € BHEProAeUIIUTHBIM TUATE30M. DHEPro-
TPOTTHBIMU CUYMTAIOTCS MpErapaThl, KOTOPbIe AECTBYIOT
Ha BHYTPUKJIETOYHbIE OKMCIIUTEbHBIE TTPOIIECCHI, B TIEP-
BYIO ouepeib B MUTOXOHIPUsX. JloKa3aHO, YTO MOJIEKYJTbI
JIEKapCTB, Oyarofapsi CJI0XKHOMY KOMILIEKCY TPaHCTIOPT-
HBIX CHCTEM JAHHBIX OpraHellI, CITOCOOHBI MPOHUKATh
BHYTPb MUTOXOHIPUIA [4].

HcToprmyecku MpeanprUHUMAINCh TTOMBITKA UCITOTb-
30BaHus B JIEYCHUU TAIIMEHTOB MperapaToB KapHUTUHA
B pa3HbIX popMax. Okazanoch, 4To aueTus- L-kKapHuTIH
(adupHas popma L-kapHUTHMHA, K KOTOpOMY jJ00aBiie-
Ha aleTWIbHAs TPYIIa), TOCTATOYHO JIETKO MPOHUKAET
yepe3 remaTosHledannyeckuii 6apbep, IO3TOMY €ero
HCTOJb30BaHUE MOXET OBITH OINpaBIaHO TPH TOpaxke-
Huu HHC (Gone3Hnp Adgblreiimepa, BSHIehaNONaTUs
pa3IMYHOM MPUPOIBI, OTCTaBaHUE TICUXUYECKOTO pa3BU-
TUS y JeTeil, MOBBIIIEHHAsT YMCTBEHHAs! YTOMJISIEMOCTD).
B T10 Xe Bpewmsi maHHasi popma KapHUTHMHA B 2—4 pasa
ObIcTpee, YeM L-KapHWTHH, BBIBOAMTCS Yepe3 IOYKH.
IToaToMy Tpr HEOOXOAUMOCTH CUCTEMHOTO BO3JIEHCTBUS
Ha OpraHu3M TIPeIIOYTeHUe ClIeayeT OTIaTh Iperapa-
TaM L-KapHUTWHA, KOTOpbIE TTO3BOJISTIOT MOIIEPXKUBAThH
00N KapHUTUH B TJIa3Me Ha 0ojiee BHICOKOM YpOBHE
U JUIUTEJIbHEe TI0 CPaBHEHUIO C alleTWII- L-KapHUTUHOM.

L-kapHUTHUH WUCIOIBb3yeTCs y HeTeil Tpu 3aboseBa-
HUSIX Cepalia, TUMOTPOGUM, CHIKEHUU MBIIIEUHOTO
TOHYCa U MHOTHMX APYTMX COCTOSHMSX. [IpuBenemM HeKo-

OB30PbI JINTEPATYPbI

TOpbIe MPUMEPHI Pe3yIbTaTOB UccaeaoBaHMii. Tak, y HO-
BOPOXAEHHBIX, TMEePEHECIINX ILepeOpaTbHyI0 HUIIEMUIO,
nocyie 2—3 KypcoB L-KapHUTHHA YIydIIMJIMCH TTOKa3a-
TeJIM BapuabeJIbHOCTH cepaeyHoro putMa [27, 28]. Y He-
JIOHOIIEHHBIX JIeTeil ¢ TurmoTpodueit Ha (GoHe TeueHus
VYBEJIMUMJINCH CPEIHECYTOUHBIE TIPUOABKM MacChl Tela,
HOPMAaJIM30BaJICh MOKa3aTean (U3NYECKOTO W TICUXO-
MoTopHoro pazsutusi [9, 10].

YV cniopTcMeHOB, UCTTBITHIBAIOIINX TTOBBIIIIEHHBIE (h1-
3UYecKre Harpy3ku, nmpueM L-KapHUTHHA CITOCOOCTBO-
BaJl YMEHBIIIEHUIO pa3MepOB JIEBOTO XeIyaouKa cepaia
W BOCCTAHOBJICHUIO MCXOIHO HAPYIIEHHON CUCTOJIMYE-
ckoit pyHkuuu (ppakuuu Beidopoca) [29]. lokazaHa ag-
(PEeKTUBHOCTb DHEPTOTPOITHON Tepanuu y AeTeil ¢ Mpo-
JIaTIcoM MUTpabHOTO KiaraHa [30].

Hepenko mpenapatsl L-KapHUTMHA Ha3HA4YalOTCS
MPU BEreTaTUBHBIX PACCTPOMCTBAX y JETeH M MOIPOCT-
KoB. [Ipy TOMMHUPOBAHUM OTHOTO M3 OTIEJIOB BereTa-
TUBHOIM HEPBHOM CUCTEMBI 3aMETHO TTOBBIIIAIOTCS SHEP-
reTMYecKue TMOTPeOHOCTH OpraHmM3Ma, YTO TPUBOAUT
K pa3BUTHIO TUTIOKCUM TKaHEW, BHYTPUKIIETOYHOMY allv-
o3y U dHepreTrueckomy neduunty [6]. T.H. HakocteH-
KO M COaBT. BKJIIOUWJIM B CBOe HccienoBaHue 50 yacTto
Ooseronux neteii B Bozpacte 5—10 JeT ¢ pa3HbIMU Bapu-
aHTaMM BereTococynucToil auctonuu [13]. B neuenun
Hcmoib3oBajiach KoMouHanmst 20% sibKapa M MaHTOTa-
Ma B OOIIETIPUHSTHIX 103axX B TeueHue | mec. B pesynbra-
Te Tepanuy OTMEYEHO YIIydllieHre KOTHUTUBHBIX U DMO-
LIMOHANBHBIX (PYHKLMI, TapaMeTpOB BereTaTUBHOTO
roMeocTasa, rmokasarejieil aKTUBHOCTA MUTOXOHIPUAITb-
HBIX (DepMEHTOB. ABTOPHI J€IAIOT BBIBOJ, YTO B LIEJIOM
MaHHBIA KOMILIEKC JieKapcTB 3ddekTuBeH. Hambonee
BBIpaXXeHHBIE TTOJIOKUTEIbHbIE TEHACHIIMU TTOJTYIEeHBI Y
JeTell ¢ HOPMOTOHMYECKON BETETATMBHOW PEaKTUBHO-
crbio [5]. IIpu acuMNaTUKOTOHUYECKOM BapMaHTE, KO-
raa HaOJodaINCh MeHee BBhIpaKeHHBIE MOJTOKUTETbHBIC
CABUTH B pe3yibTaTe JICUeHUsI, pe3epBHbIE BO3MOXHOCTH
opraHM3Ma OIIEHMBAIOTCST KaK OoJiee HU3KWE U BO MHO-
roM ucueprianusie [13].

ITo muenuto E.B. Heynaxuna, mpemapatbl L-kap-
HUTWHA, 00JIafalole U SHEPTOTPOITHOMI, 1 TPO(hOoTpoT-
HOI aKTMBHOCTBIO, OKa3aJIMCh TEMU YHUKATbHBIMU Jie-
KapCTBEHHBIMU CPEICTBAMM, TPUMEHEHNE KOTOPHIX 00-
OCHOBAHO TPH aJIBTEPHATUBHBIX COCTOSTHUSIX, HATIPUMED
MPU BETETATUBHBIX TUC(HYHKIUAX KaK MO0 CUMITATUKOTO-
HUYECKOMY, TaK U IO BAaTOTOHMYECKOMY THUIIaM, a TaKXe
MPU XPOHUYECKUX PACCTPOMCTBAX MUTAHUS Y AETEi, CO-
MPOBOXIAIOIINXCS KaK HEIOCTATOYHOM, TaK 1 M30BITOU-
Hoilt Maccoit Tena. [Ipu 3ToM onTUMU3UPYETCS] COOTHO-
IIeHWe aHAOOJIMYECKMX M KaTabOJMYeCKHX TPOIIECCOB,
MOBBIIIAETCSI CTPECCOYCTOMYMBOCTh OpraHu3ma [5].

Hepenko B Tepanmuu MCIONB3YyeTCs COUYETaHME
L-kapHutHa ¢ KosHszuMoM Q. TlokazaH moOJOXK-
TeJbHBIN 3(deKT maHHOro KOMIUIeKca IpernapaToB
MPU TaCTPOMHTECTUHAIBHBIX 3a00JIeBaHUAX (LIeTMaKUSI,
MYKOBHCIIUIO3, CUHIPOM pa3IpakeHHOTO KHUIIeUHU-
Ka), aHEeMUsIX, paxuTe, MaToJOrMu ToYeK (TyOepO3HbIi
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Heanosa U.U. u coaem. KmiHndeckue mposiBIeHUS HAPYIIEHU T KIIETOYHOTO SHEProoOMeHa IPU COMATHIECKUX 3a00JIeBAaHUSX Y eTeil

CKJIepo3, THUAPOHe(hPO3, TUIIEPAKTUBHBIM MOUYEBOW TTy-
3BIpb), cepaua (MUOKapAMOIUCTPOGUH, KapAMOMHUOTIa-
THSI, HapyLIEHUsT CEPAECYHOTO PUTMAa), B KOMILIEKCHOM
Tepanuy KOXHBIX 3a0osieBaHuii u ap. [25, 31-36]. Taxk,
Yy HU3KOPOCHBIX AeTeil C HEIHIOKPUHHBIMM HaCJe/I-
CTBEHHBIMU 3a00JIEBAHUSMU TTIOCJIe TPOBEACHUS He-
CKOJIBKUX KYPCOB YKa3aHHOIM KOMILIEKCHOM Teparnu OT-
MEeYeHO yBeJIMYeHNE IJTMHBI TeJla Ha 6—7 ¢M B TO/I.

L-xapHUTHH 00JagaeT <«CUTHAJBbHBIM» 3(deKTOM,
T.e. UISl OKa3aHMsI JIeYeOHOro AeiCTBUS MOJIeKyJIa Belle-
CTBa He JIOJDKHA MOMaaaTh B KaXKIyi0 KJIETKY U MUTOXOH-
nputo. JIIsi aKTUBM3alMM JHEPTeTUYECKUX IPOIIECCOB
B OpraHu3Me, JUKBHIALMKU MX ArcOaTaHca JOCTATOYHO
MOCTYTUICHUST (PU3NONTOTUYECKUX 103 KapHUTUHA [2].

Heo6xonnMo MOMHUTB, YTO IEWCTBHE TAHHOTO BEllle-
CTBa 3aBHUCHUT W OT OUMOJOTMYECKUX PUTMOB OpraHu3Ma.
Tak, mpy Ha3HaYEeHWU TperapaToB L-KapHUTHHA B yT-
pPEeHHME Yachl OHM YCWJIMBAIOT SHEPTOTPOITHBIE, B TIEPBYIO
ouepeb KataboanyecKre Mpolecchl B OpraHU3Me, B Be-
yepHue — TpodoTporHbie, aHabosnueckue [3]. [Toatomy
MpY U3OBITOYHOM Macce Tesla JaHHbIe TperapaThl PeKO-
MEHJIyeTCs Ha3HayaTh B TEPBOI MOJOBUHE JHS, TTO BO3-
MOXHOCTH codeTass MX ¢ (DM3NYECKUMU Harpy3Kamu;
MPU HEAOCTATOYHOI Macce — B BeUepHUE Yackhl.

TakuM 00pa3oM, aHaJIu3 JaHHBIX JUTEPATYphl IO-
Ka3bIBaeT, UYTO KJIETOYHBINA DHEPTOAeMUILINT SIBISETCS
JIOBOJIBHO YaCTO BCTPEYAIOIIMMCS COCTOSTHUEM Y JIETEH.
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OPUINHAJIbHBIE CTATbU

CocTosiHME U MEPCIEKTUBBI 3aMeCTUTEIbHOI OYEYHOl Tepanum y 1eTei
B Pecny6mke Benapych

C.B. baiixo', A.B. Cykano'?

YO «benopycckuii rocyaapcTBEHHbI MeOVULIMHCKWIA yHUBepcuTeT», MuHck, Benapyce,
’HaumoHanbHasa akagemusa Hayk benapycu, MuHck, Benapycb

Condition and perspective of renal replacement therapy (RRT) in children
in the Republic of Belarus

S. V. Bayko'!, A. V. Sukalo"?

'Belarusian State Medical University, Minsk, Belarus
2Belarusian National Academy of Sciences, Minsk, Belarus

Ilesb ucce0BaHus: OLEHUTh BCTPEYaeMOCTh, PACHPOCTPAHEHHOCTh M MCXO/IbI TEPMUHAJILHOW XPOHHYECKOI NMOYEYHO! Hem0CTa-
TOYHOCTH Yy Jeteii B Benapycu, BO3pacTHOIi M MOJIOBOI COCTAB MALMEHTOB, ITHOJIOTHIO MIOYEYHBIX 3200.JIeBaHNIi, IPUBEININX K Tep-
MMHAJIBHO# cTazuu 00J1e3Hu. B ucciienoBanue BkiaoyeH 121 peGeHok, nosryyaBiumii 3aMeCTUTEIbHYIO OYEYHYIO Tepanuio Ha 1 siH-
Baps 2007 r., 1 Bce nocJieAy0lIie HOBbIE NAIMEHTbl, HAYaBIIHE JaHHYI0 Tepamuio 10 31 nekaops 2016 r.

Pesyabratsl. BeTpeyaeMocTh TepMHHAIILHON XPOHMYECKO# MOYEYHOI HEOCTATOYHOCTH Y JeTeii B Bo3pacte 0—14 jet B Pecny0-
ke Benapycs 3a mepuoa 2007—2016 rr. cocrasuaa 7 (6; 8) ciyuaes B ron [4,8 (4,2; 5,2) Ha MHULUIHOH I€TCKOTO HACeJIEHHS CO-
OoTBeTCTBYIOIEro Bo3pacra (MaHcB)] u B Bo3pacte 0—17 set 3a nmepuon 2009—2016 rr. — 11 (9; 12) caywaes B roxn [5,6 (4,8; 6,8)
Ha 1 mancs)]. PacnpocTpaHeHHOCTh TePMHUHAJIBHOM XPOHHYECKO# MOYeuHOi HemocTaTouyHocTH 3a nepuoa ¢ 2007 mo 2016 r. ysenm-
yunach Ha 31,7% B rpynne 0—14 ser [¢ 26 nauuento (18,3 na 1 maucs) 10 38 nanuenrtos (24,1 na 1 maucs)] u Ha 46,7% B rpynne
0—17 ner [c 37 naumentos (21 Ha 1 maucs) 10 57 namuentos (30,8 Ha 1 maucB)]. OcHOBHAS IPUYMHA TEPMUHAILHOI XPOHUYECKOIA 0YeY-
HOIi HEZIOCTATOYHOCTH — BPOXK/ICHHbIE AHOMAJIMH 1T0YeK 1 MoueBbIX myTeii (44,6% caayyaes). Ha 31 nekaops 2016 r. 75,4% nereii Oblm
TpaHCIUIAHTHPOBaHbL, 15,8% mosyyaam nepuToHea bHblii a3 u 8,8% reMomnamis. [IaTuneTHss JeTATBHOCTh HA 3AMECTHTEILHOM
noveyHoii Tepanuu cocrasuia 17,9 na 1000 naupmenTo-net, a ocHoBHasi npuunHa cMepTH (50%) — uHdeKUHoHHbIE 0CI0KHEHNS.
BoiBonpbl. BeTpeyaeMocTh TepMHUHATIBHON XPOHMYECKOI TIOUEYHOI HEIOCTATOYHOCTH Y JeTeil B Beapycu cooTBeTCTBYeT CpeaHuM
nanHbiM EBponeiickoro peructpa, pacnpocTpaHEHHOCTDb MPH 3TOM HUXKe, HO C MOCTOSIHHBIM pocToM. CoxpaHsieTcsi HU3Kas JIeTalb-
HOCTh MAIMEHTOB, MOJYYABIINX 3AMECTUTEILHYIO OYEYHYIO TEPANMIO, M BBICOKAS TPAHCIIAHTALMOHHASI AKTUBHOCTH C HEJIOCTATOY-
HBIM YHCJIOM JI0MATU3HBIX TPAHCILUIAHTAIMIA.

Karoueevte caosa: ()emu, MepMUHalbHas noveuHas Hedocmamonnocmb, ecmpedaemocns, pacnpocmpanHeHHocms, AemdanbHoChb,
mpaHcniaanmayus, nepumOHea/lebuZ 0uaﬂu3, eemoouanus.

Ana untuposanus: baiiko C.B., Cykano A.B. CocTosiHue n nepcrekTyBbl 3aMeCTUTE/IbHOV MOYeYHOM Tepanun y geteii B Pecnybavke
Benapyco . Poc BecTH nepuHaton v neamatp 2018; 63:(2): 34-41. DOI: 10.21508/1027-4065-2018-63-2-34-41

Objective: to assess the incidence, prevalence and outcomes of end-stage renal disease (ESRD) in children in Belarus, age and gen-
der of patients, etiology of renal diseases leading to ESRD. The study included 121 children, who received RRT as of January 01,
2007 and all subsequent new patients, who started this therapy before December 31, 2016.

Results. The incidence of ESRD in children in Belarus aged 0—14 years for the period 2007—2016 was 7 (6; 8) cases per year
(4.8 (4.2; 5.2) per million age related population (pmarp)) and at the age of 0—17 years for the period 2009—2016 — 11 (9; 12) cases
per year (5.6 (4.8; 6.8) pmarp). The prevalence of ESRD during the period from 2007 to 2016 increased by 31.7% in the group
of 0—14 years [from 26 patients (18.3 pmarp) to 38 (24.1 pmarp) patients], and by 46.7% aged 0—17 [from 37 (21 pmarp) to 57
(30.8 pmarp)]. The main cause of ESRD was congenital abnormality of kidneys and urinary tract (44.6% of cases). As of December
31, 2016, 75.4% of children were transplanted, 15.8% received peritoneal dialysis and 8.8% — hemodialysis. 5 year RRT mortality
rate was 17.9 deaths per 1000 patient-years and main course of death was infection complications (50%).

Conclusions. The incidence of ESRD in children in Belarus corresponds to the average of ESPN/ERA—EDTA Register, the preva-
lence is lower, but with a constant growth. The low mortality rate of patients on RRT and high transplantation activity with insufficient
number of preemptive transplantations is maintained.

Key words: children, end-stage renal disease (ESRD), incidence, prevalence, mortality, transplantation, peritoneal dialysis, hemodialysis.

For citation: Bayko S.V., Sukalo A.V. Condition and perspective of renal replacement therapy (RRT) in children in the Republic of Belarus.
Ros Vestn Perinatol i Pediatr 2018; 63:(2): 34-41 (in Russ). DOI: 10.21508/1027-4065-2018-63-2-34—-41

TepMHHaJ‘[LHaS[ CcTagusl XpOHUYECKON IMOYEYHOU He-
JIOCTATOYHOCTHU BCTPEUYAETCSI OYEHb PEJIKO B JIETCKOM
Bo3pacte [1]. HecMoTpss Ha Majo4MCII€HHOCTH ITallM-
E€HTOB C JJAaHHOW IaToJI0THUE, HeOOXOIUM MOCTOSHHBIM

MOHUTOPUHT HOBBIX CJTy4aeB, TPEOYIOIINX Havajia 3aMe-
CTUTEJIBHOI TTOYEYHOM Teparnmuu, W OOIIeTo KOJU4ecTBa
JeTeil, TOCTOSTHHO TIOJTy4alolIuX JTaHHYIo Tepanuio. Bece
9TO CBSI3aHO C BBICOKOW (PUHAHCOBOW 3aTPaTHOCTHIO
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baiiko C.B., Cykano A.B. CoctosiHue 1 EPCIIEKTUBBI 3aMECTUTEILHOM TIOYeUHOIi Tepanuu y neteit B Pecriy6iinke benapych

KaK JWAJIU3HBIX TEXHOJOTWH W TpaHCIUTAaHTAIlluM, TakK
U JIEYEHMST Pa3BUBAIOIINXCS OCIIOKHEHUH Yy IeTei B PO~
11ecce WX UCIOb30BaHUsI.

IlepBoii HOCTYITHOI METOAMKOM 3aMECTUTEILHOM O~
yeyHoil Tepanuu y neteii B Pecniyonuke benapych cran
reMOJVaIn3, TIEPBbI CeaHC KOTOPOTO ObLT TPOBEIeH
B KoHIre 1996 T, a B Mmae 1997 . Ha 6a3e 2-i1 TOPOICKOM
JIETCKOW KJIMHUYECKOW OOJMbHUIBI I. MUHCKa OTKPBIT
PecrniybnmkaHCcKuWil LIGHTp AETCKOM HEPPOJOTUU U TeMO-
muann3a. C 2002 . B MpakTUKy LIEHTpa BHEAPEH METO
IMOCTOSTHHOTO aMOYJIAaTOPHOTO TIEPUTOHEATbHOTO aHa-
JI3a, KOTOPBIi TTO3BOJIUI COXPAHSITh XXU3Hb IETIM C TTe-
proJa HOBOPOXKIeHHOCTH, a ¢ 2004 . — MeToI aBTOMAaTH -
YeCKOro MepUTOHEaTbHOTO IWain3a, UYTO CYIIEeCTBEHHO
00JIETYMIIO PONMTENISIM YXOH 3a peOCHKOM U YIIy4IlWIO
KauyecTBO XXU3HU ITallMeHTOB [2].

IMepBble TpaHCIIAHTALMK TIOYKK JETSIM B PeCITyOJIr-
Ke Hayvajiu BBIMOJHATHCA ¢ 1995 T, ogHAKO OOJIBIIIMHCTBO
13 HUX 3aKOHYMJIOCh HEYIAuHO, YTO 3aTOPMO3HJIO Pa3BUTHE
9TOM CyK0bI Ha norue roasl. {o 2008 . mepecanku moyek
ObITM €IMHUYHBIMU W TTPOBOIVIMCH TOJBKO TTOAPOCTKAM,
HeOOJIBIIIOe KOJUUYECTBO JIeTell ObLIO TPOOTepUpPOBAHO
3a pyoexoM (B ocHoBHOM B Poccun). B Hauasne 2008 . mpo-
OsieMa jeTcKoi TpaHcruiaHtosoruu B Pecrnyonuke bena-
pych Obuta o3BydeHa mnpencraButensiM ISN (International
Society of Nephrology), pe3y/sbTaToM 4ero CTajo BKIIHOUe-
HHMe TIeAMaTPUYECKO TPOrpaMMBI TT0 Tepecaake TOYKU
B YK€ CYIIECTBOBABIIIMIA MPOEKT CECTPUHCKOM MPOTrpaMMbI
ISN mexxmy TpaHCIUTaHTAIMOHHBIMU LIeHTpaMu . OKcdop-
na (BenmukoOpuTanust) u . MuHcka. 3a OCHOBY Oblia B3siTa
MOJIeJTh IETCKOW KJIMHUKM B T. bupmuHreme (BenvkoOpu-
TaHUs1), CyTh KOTOPOI1 3aKJTIOUAIach B CIEAYIOLIEM:

1. Omepauuu 10 MepecaaKe MOYKU JETIM TTPOBOMSATCS
B MHOTOIPOMUJIbHON ETCKOW OOJIbHUIIE, UMEIOIIEH
OTIeeHUs HePOJOTUHN, TUATN3a, YPOJIOTUN, PeaH -
Maruu.

2. Tlpwu mpoBeaeHUN TPYITHOM TpaHCIUTAHTAIIUUA B KITU-
HUKY TIpUE3KaeT B3POCIbI TPAHCIUIAHTOIOT (MMEI0-
I OMBIT TPOBEACHUS TAaKUX OIepalnii JIeTIM)
¢ TPAHCIUTAHTATOM M ITPOBOJIUT OTepaTUBHOE BMEIlIa-
TEJTbCTBO.

3. Tlpu npoBeneHUN POACTBEHHOM TPaHCIIJIAHTALIUM 3a-
6op opraHa BBITIOTHSETCS BO B3pOCJION KIMHKKE, 3a-
TEM OH JOCTaBJISIeTCS B IETCKUIA TOCTIUTAb, TIIE U TTe-
pecaxxuBaeTcsl peOeHKY.

4. TIpenMyIIecTBOM 3TOM MOIENH SBJISIETCS TO, YTO BCE
MMPOUCXOINT B AETCKOM OOJBHMIIE, UMEIOIIE BhICO-
KOKBATM(UITMPOBAHHBI MEIUIIMHCKUM TIepCoHall,
MTOATOTOBJICHHBIN K pElIeHUIO BO3MOXKHBIX OCTOXKHE-
HUI B 10-, IEpU- U MOCTOMNEPALIMOHHOM MepUoaax:
WHTEHCUBHAST Tepanusl U peaHuMalus, TTPoBeIeHNe
3aMECTUTENIbHOM TTOYeYHOM Tepanmuu (reMoauanmnsa,
MEepUTOHEATbHOTO THaji3a, BEHO-BEHO3HOW Te-
Mo(nua)puibTpaunn), riazMadepesa, BHITTOJTHEHNE
Hedpobuorncum rpadTa u T.1I..

5. Oxkoino 20% niepecaok MoYeK COIPOBOXKAAETCSI HE00-
XOIMMOCTBIO TIPOBEICHMST YPOJIOTMUECKUX OTeparnit

(ynaneHue 1mo4ex, SHTEPO- UM YPETePOIMCTOAyTMEH -
Tauys, (HOpMUPOBAaHWE KOHTMHEHTHOM IIMCTOKYTa-
HEOCTOMBI C UCTIOJTb30BaHMEM anTeHIuKca (oTreparust
MuTtpodaHoBa) u 1p., YTO HEBO3MOXHO 0€3 yJacTust
OTTBITHOTO JIETCKOT'O ypoJiora.

6. MMMmyHocynpeccUBHAs Tepalus y AeTeil UMeeT CBOU
OCOOEHHOCTH, C KOTOpPbIMU Hauboyiee YCMEeITHO
CIIPABJISIIOTCS IETCKKE HEDPOJIOTH.

7. [nst opraHU3alUM TaKoil CIy>KObl TPEOYIOTCSI MUHU-
MaJibHble (DMHAHCOBBIE BJIOXEHMS, TaK KaK MMEI0-
11erocst 000pyI0BaHUS TOCTATOUHO ISl TIPOBEACHMS
ornepaumii.

Jnst ycrmenrHoM pealM3allid JTETCKOM TIPOrpaMMBbI
MO TpaHCIUIAHTALlMU TOYKU IMOTPeOOBAJIOCh pelleHNe
psiia BOIIPOCOB:

1. CospmaHue MYIBTUIMCHMIUTMHAPHON KOMaHIBI CITe-
IIMAJIMCTOB: TPaHCIUIAHTOJIOTa, JIETCKOTO YpoJiora,
Hedposiora U aHeCTe31oJI0Ta-peaHuMaToIora JUist ocy-
11IECTBJICHUSI TTIOJTHOTO KOHTPOJISI 32 peOEHKOM Ha BCeX
aTariax JeueHusl.

2. OpraHm3zaiys CTaXXUpPOBKM Bpaueil B KIMHUKaX Be-
nmkobputanum (r. Okcdopn u . bupmunrem) ¢ ue-
JIbIO OTPaOOTKM 3TAroB Tpea-, Tepr- U MocTorepa-
IIMOHHOTO BeIEHUST TTAalIMEHTOB.

3. TloaroroBka IIpOTOKOJIA BeAeHUS IeTell Ha dTarax Te-
pamnyu ¢ y4eTOM OITBITa BEIYIIUX €BPOMEeNCKUX IeH-
TPOB TpaHCIUIaHTauuM |[3].

4. Yponorudeckass KOppeKIHsT BPOXKICHHBIX aHOMAaJTHIA
MOYEBBIX TYyTeil, KOTOpbIE SIBJISIIUCH TPETSITCTBUEM
JUTSI TIOCTAHOBKY B JIUCT OXXKMIAHWS ITOYSTHOTO TPAHC-
TJIaHTaTa, a B cJIydae HEBO3MOXHOCTU UX BBITTOTHUTD
(y neteit ¢ aHypueit) — Xupypruueckoe jiedeHue 9Toi
MaTOJIOTUH B TIpOLIeCcCe OTepaliu 1Mo rnepecanke rmod-
KU (KaK OJIMH U3 3TAIOB).

5. PaspaboTka MepornpusTuii 1o yJIy4dlleHUIo MUTaTe/Ib-
HOTO cTaTyca JeTelt, Tak KaK HU3Kasi Macca y HeKOTO-
PBIX M3 HUX TaKKe ObLIa MPEnsATCTBUEM I BKITIOYE-
HUS B JINCT OXUIAHMS.

B ampene 2009 r. Ha Ga3e 2-ii TOPOJACKOMN METCKOM
KJIMHWYECKOW OONbHUIIBI T. MUHCKa ObLIM TPOBEIEHBI
MepBbIe IBE POACTBEHHBIC TPAHCIIAHTALIMU TIOYKU JIe-
TAM C y9acTHeM KoJileT M3 BenmkoOGpuTaHUM, 4TO TO-
CIIY>KWJIO HAyaJloM pa3BUTUSI 3TOW CIYyXObl B CTpaHe.
Taxum o6pazom, B benapycu ¢ 2009 . TOJTHOLIEHHO OCY-
ILIECTBJISIETCS 3aMECTUTEIbHAS TTOYeYHasi Teparnusi BceMu
WMEIONIMMUCS MeTolaMu (TTepUTOHEANbHBIN JTUAN3,
TeMOJVAIN3, TPAHCIIJIAHTALUK TTOYKHW) B €IMHCTBEHHOM
LIEHTPE IeTCKOW HE(PPOJOTUY U 3aMEeCTUTEILHOM MoYed-
HOIi Tepanuy B T. MUHCKe.

C 2007 . craproBan mipoekT EBporeiickoro peru-
crpa nereit (ESPN/ERA—EDTA Registry), moayyato-
IIAX 3aMECTUTENIBHYIO TMOYEUHYIO Teparuio, TOH 3TH-
moii EBpomelickoii accoumanyy IeTCKUX HedpoIoroB
(ESPN), Esponeiickoii moyeuHoii accommauuu (ERA)
u EBpomelickoil accomuanuu mauand3a W TpaHCIUIaH-
taiun (EDTA) [4]. PerucTtp comepXuT maHHbIE O JNETIX
B Bo3pacTte 0—14 jeT, HaxoOUBIINXCS HA 3aMECTUTEIbHOM
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rnmoyevyHoi Tepanuu u3 37 ctpaH EBpornbl, Bkitovast bemna-
pychb u Poccuio [3, 6].

Ilenar ucciemoBaHusa: OLEHUTH BCTPEUYaeMOCTb, pac-
MPOCTPAHEHHOCTb, WCXOAbl TEPMUHAJIBLHOW XpOHUYE-
CKOI TIOYEUHOI HEeIOCTaTOYHOCTH y neteit B bemapycu,
BO3PACTHOI U MOJIOBOI COCTaBBI MALIMEHTOB, STUOJIOTUIO
MMOYEUHBIX 3a00JIeBaHUI, MPUBEAIINX K TEPMUHATBHOMN
craauu 0OJIe3HMU.

XapaktepucTtuka geter u MeToAbl UCCeaoBaHNS

B Benopycckuii AeTCKUII PEerucTp 3aMeCTUTEIbHOMN
MOYEYHON Tepanuy BKIOYAIW TMAllMEHTOB C TEPMU-
HaJbHOW XPOHWYECKOW MOYEUHOW HEAOCTATOYHOCTHIO
C TpexMecslYHOro Bo3pacta. B ucciemnoBaHue Boliel
121 pebGeHOoK, IMoJIy9aBIINi 3aMECTUTEILHYIO TTOUYEUHYIO
Tepanuio nmo cBeaeHussM Ha 1 suBapst 2007 1., u Bce mo-
cliealylole HOBbIE MallMEeHThI, HayaBIIMe YKa3aHHYIO
tepanuio no 31 mekabps 2016 r. IMomapnsiomee 60Jb-
IIMHCTBO JeTell ¢ 3Tol IaTtojorueir B bemapycu eBpo-
MeouHoOM packl. B 5 ceMbsix uMesnoch He MeHee NBYX
NeTENW C TEPMUHAIBHOW XPOHUYECKOW MOYEYHOM HEO0-
CTaTOYHOCTBIO: B HACTOSIIIIEM MCCIEOBAaHUY TIPEACTaB-
JIEHBl JaHHbIe 00ciemoBaHUs 4 JeTeil U3 NBYX ceMeit
U TI0 OTHOMY peOeHKY M3 OCTAIbHBIX 3 CeMeil; Y Kaxk10-

OPUINHAJIbHBIE CTATbU

IO TPEThEro pedbeHKa KpOMe TSIKEJIOTO TTOpaXkeHUs To-
YeK BBISIBJISUTUCH IPYTUe COMYTCTBYIOIINE 3a00IeBaHUs
(Taba. 1).

BcerpewaeMocTh (KOJMYECTBO HOBBIX CIIydaeB 3aMe-
CTUTEJIBHOM TOYEYHOM Tepanmuy B TeYeHUWE OTYETHOTO
roga) M pacrpoCTPaHEHHOCTb (KOJWYECTBO AeTel, To-
JIyJaBIIMX 3Ty Tepanuio Ha 31 aekabpsi OTYETHOTO roja)
TePMUHAJIBHOM XPOHWYECKOM TMOYEUHOM HEI0CTaTOu-
HOCTH y JeTell pacCYMTBHIBAIMNCH HA MUJUIMOH JIETCKOTO
HaceJIeHMUsSI COOTBETCTBYIOIIETO Bo3pacta (MaHCB): 0—4,
5-9, 10—14, 15—17, 0—14 u 0—17 nert. [lepBuuHbIC MMO-
yeyHble 3a00JIeBaHMs, TPUBEIIINE K TEePMUHAIBHOMI
XPOHWUYECKON TIOYEYHON HEJOCTaTOYHOCTH, KOIUPO-
BaJlUCh B COOTBETCTBUU C CHUCTEMOM, TPEUTOKEHHOM
ERA-EDTA B 2012 1. [7]. CKOpOCTb KJTyOOUKOBO# (hUJTb-
TpallMd pacCUMThIBajJach C WCMOJb30BaHUEM bedside
dopmynsl Bapia (pCKD) [8].

Cratuctrueckasi 06paboTKa TOJYYeHHBIX Pe3yiTbTa-
TOB TIPOBOAMIIACH C MCITOJIb30BaHUEM TIporpamMm Micro-
soft Excel 2010, Statistica 10. [ pacuyeTa BEEKMBAaeMO-
CTU JeTeil, TMOJyYaBIIMX 3aMECTUTEIbHYI0 ITOYEYHYIO
Tepanuto, npumeHsan meton Kamnana—Meiiepa ¢ uc-
MOJTb30BaHUEM JIOT-paHK TecTa. Pasnmuumst cuurtanm 1o-
croBepHbIMU T1pH p <0,05.

Tabauya 1. XapakTepucTHKA /IeTeil ¢ TEPMHHAIBHOI XPOHUIECKO# TOYEYHOI HEJOCTATOYHOCTHIO, MOJYIABINHX 3AMECTUTEIbHYIO

noueynyio tepamuio B 2007—2016 rr. (n=121)

Table 1. Characteristics of children with end stage renal disease (ESRD) who received renal replacement therapy (RRT) in 2007—2016.

ITapamerp

Koimuectso nereii, aoc. (%)

PacnipeneneHue mo Bo3pacTHBIM IpyMIiaM Ha Hayaslo 3aMeCTUTEIbHON MOYEYHOI Teparuu:

0—4 roma
5—9 ner
10—14 et
15—17 ner

ITon
MaJIbYUKU

Paca:
eBpOIeoraHAs

HavanbHblit METONI 3aMECTUTENIbHOM TTOYEUHOI TEparmun
reMoauain3
HCpI/ITOHCaJ'ILHHﬁ Jajin3g
TpaHCIUTaHTAallUU MMOYKU

OCHOBHOI METOJT 3aMECTUTEIbHOM MOYEYHOI Teparuu
(uepe3 1 Mec mociie Havyala Teparnum)

reMoauanus3

MEePUTOHEATbHBIN ANATU3

TPaHCIUIAHTALIMY TOYKU

18 (14,9)
33(27,3)
40 (33,1)
30 (24,7)

76 (62,8)

120 (99,2)

60 (49,6)
59 (48,7)
2(1,7)

47 (38,8)
71 (58,7)
3(2,5)

CKOpOCTh KITYOOUKOBOI (DUIBTPALIMU Ha HAYAI0 3aMECTUTEIbHOMN

MOYEYHOM Tepanuu, Mii/MuH/1,73m?
<8
9-14
>15

CornyTcTBylolue 3a001eBaHUs
HET
1
2
>2

59 (50,4)
55 (43,6)
7 (6,0)

83 (68,6)
27 (22,3)
8 (6,6)
3(2,5)
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Pesynbrathbl M 06CcyXaeHne

DNUAEeMHOIOTHS TEPMUHAIBHON XPOHMYECKO mouvey-
Holi HemocTaToyHocTH B Pecnyosmke Benapych

Kak ykazaHo B Tabi. 2, BCTpe4yaeMOCTh T€PMUHAIb-
HOW XPOHWYECKOW TMOYEYHON HEAOCTATOYHOCTU Yy Je-
teii B Bo3pacte 0—14 ner B Pecniyonuke benapych 3a me-
puon 2007—2016 tr. cocraBwia 7 (6; 8) ciaydaeB B TOJ
[4,8 (4,2; 5,2) Ha 1 maHCeB] 1 B Bo3pacte 0—17 siet 3a nepu-
on 2009—2016 . — 11 (9; 12) ciydaeB B Tox [5,6 (4,8; 6,8)
Ha | maHCcB]. OTOT TIOKazaresb mst aereir 0—14 ner Obul
COIToCcTaBUM C JaHHBIMKU EBpomneiickoro perumcrtpa 2009—
2011 rr. — 5,5 Ha 1 maHcB [5, 6], Manaiizun 2008—2012 rr. —
5,7 na 1 maueB [8] n Kananer 3a 2010 . — 5,9 Ha 1 MaHCB
[9], cymiectBeHHO HMKe maHHBIX ABctpanvu/HoBoii 3e-
sananu 3a 2007—2011 o — 8,3 / 6,7 Ha 1 MancB [10] u B 2
pasza Hike, yem B CIIIA 32 2014 1., — 14,2 Ha 1 MmaHcB [11].

B BospactHoii rpynme 0—4 roga cTapTOBBIM METOJOM
3aMECTUTENIbHOM TOYEYHOUN Teparnmuu B OOJBITUHCTBE
CJIyJaeB BBICTYIAJ TEPUTOHEATbHBIN IMalnu3, 4TO 00-
VCJIOBIIEHO HM3KOM Maccoil Teja JeTeil M mpoblieMaMu
C CO37aHNeM MOCTOSTHHOTO COCYIMCTOTO AOCTYIIa, B IPY-
TMX BO3PACTHBIX TPYIITIAX TOJISI IEPUTOHEATbHOTO T~
3a cocTaBisiia 43—48% 3a cueT MHOTOPOJAHUX MAlleHTOB
(cM. Tab. 2). [TockosbKy OOJBIIMHCTBO AETEN C TEPMU-
HaJbHOM XPOHWYECKOU MOYEYHOW HETOCTATOYHOCTHIO
MPOXUBAIOT BHE T. MUHCKA, T/ie HaXOAUTCS €TUHCTBEH-
HBI JETCKUI TeMOAMANIM3HBIM LIEHTP, POAMUTEM Ia-
LIMEHTOB OTAABAIM TIPEANTOYTEHNE TIEPUTOHEATBHOMY
a3y, obecrieunBasi BO3MOXKHOCTb WX JETSIM KUTh
U YIUTHCS TI0O MECTY KUTETbCTBA.

Kak cnenyer u3 taba. 3, pacnpocTpaHEHHOCTb Tep-
MMWHAJTbHON XPOHUYECKON TMOYEYHON HEeI0CTATOUHOCTU

y neteit B Pecniyonuke benapych 3a mepuon 2007—2016 rr.
yBenmumiach Ha 31,7% B rpynme 0—14 yet [¢ 26 mamnueH-
toB (18,3 Ha 1 muHcB) B 2007 . no 38 (24,1 Ha 1 MuHCB)
B 2016 1.] u Ha 46,7% B Bo3pacte 0—17 net [c¢ 37 (21 Ha
1 maHcB) no 57 (30,8 Ha | MIHCB) COOTBETCTBEHHO].
PacrnipocTpaHeHHOCTD 3TOM MAaTOJOTMU TI0 BO3PACTHBIM
rpyrmaMm B 2016 T. coctaBuia: 0—4 roga — 5 Ha 1 MIHCB,
5—9 net — 31,6 Ha 1 MaHcB, 10—14 net — 40,2 Ha | MAHCB,
15—17 net — 30,8 Ha 1 MOHCB.

PacripocTpaHeHHOCTh  TEPMMHAIBHOW  XPOHMYECKOIM
TIOYEYHOI HEIOCTAaTOYHOCTH Y JeTeit B Bo3pacte 0—14 et
B benapycu B 2016 T. HUXKe CpeHEeBPOIECKOM, KOTOpast
coctapisina 27,9 maHes. 3a riepuon 2009—2011 . ¢ cye-
CTBEHHBIM pa30poCcOM TaHHBIX cpeau cTpaH EBportbl 1 pac-
npeneneHneM 1o Bo3pactam: 0—4 roma — 13,5 Ha 1 MaHCB,
5-9 ner — 26,4 Ha 1 mancs, 10—14 et — 44,4 Ha 1 MIHCB
[5, 6]. BTO OOYCIOBIEHO TEM, YTO METOIUKH 3aMECTUTE b~
HOWM TIOYEYHOM Tepanmuu J0CTaTOYHO Mool B Pecry0-
ke benapyck: 20 et remoauanusy, 14 et nepuToHeanb-
HOMY IWaiv3y W 7 JIeT TPaHCIUIAHTAIlluU TIOYKHU, TTO3TOMY
OTMeYaeTCs TIOCTOSTHHBIN POCT YKMciia JeTel, TTOMyJaronnx
3aMECTUTENTbHYIO TEPATTHIO TI0 JAHHBIM Ha KOHEIl OTYETHO-
TO ToJ1a, U ellie He JOCTUTHYTO paBHOBECHOE COCTOSTHHE.

Cpeny MeETONOB 3aMECTUTEIBLHOI ITOYEYHON Tepa-
mu y neteit B Bo3pacte 0—14 et Ha 31 nekabps 2016 r.
B Pecnyonuke Bemapych mpeoGiamana TpaHCIUIAHTALIMS
nouku — 28 (73,7%) nmaumenTos (17,7 Ha 1 MIHCB), pexe
JETH TIONyYaid TIepUTOHealbHbIN muamm3 — 6 (15,8%)
maveHToB (3,8 Ha 1 maHcB) U remonuanu3 — 4 (10,5%)
naiueHToB (2,5 MaHcB). COOTHOIIEHUE METOIUK — CXO-
xee ¢ nokazareisimu EBporieiickoro perucrpa B 2014 1,
OJTHAKO abCOTIOTHOE YKo Ha | MaHCB Beime: 22,3 /5,6 /
4,6 COOTBETCTBEHHO [6].

Tabauya 2. BecTpeyaeMoCTh TEPMHHATIBHON XPOHNYECKOI MOYEYHOIT HEAOCTATOUHOCTH Y neTeii B Pecmyosmmke Benapycn 3a 2007—
2016 rr. (exkeromaHoe KOJMIECTBO HOBBIX MAMEHTOB, HAXOIMBIIMXCS HA 3AMECTHTEJIHHOI MIOYEYHOI Tepanmin)
Table 2. Incident paediatric patients with ESRD in Belarus 2007—2016 (the annual number of new patients on RRT)

Ton Bcero
Bospact _
30T <2007 2007 2008 2009 2010 2011 2012 2013 2014 2015 2016 (n=121),
n=19 n=10 n=8 n=8 n=8 n=13 n=9 n=12 n=14 =11 n=9 aoc. (%)

0—4 roma 2 2 2 1 1 2 1 2 1 2 2 18 (100)
ITJ1 2 2 2 1 1 2 0 1 1 1 2 15 (83,3)
I 0 0 0 0 0 0 1 1 0 1 0 3(16,7)
Tx 0 0 0 0 0 0 0 0 0 0 0 0
5-9 ner 9 3 1 2 3 2 1 3 3 3 3 33 (100)
T1/0, 5 1 0 2 3 1 1 0 0 1 2 16 (48,5)
I 4 2 1 0 0 1 0 3 3 2 1 17 (51,5)
Tx 0 0 0 0 0 0 0 0 0 0 0 0
10—14 ner 8 5 5 3 3 3 4 3 4 1 1 40 (100)
I1J1 3 2 2 3 1 3 3 0 1 0 0 18 (45)
il 5 3 3 0 2 0 1 3 2 1 1 21 (52,5)
Tx 0 0 0 0 0 0 0 0 1 0 0 12,5
15—17 ner — - — 2 1 6 3 4 6 5 3 30 (100)
T1J1 1 0 2 3 3 3 1 0 13 (43,3)
1 1 1 3 0 1 3 4 3 16 (53,3)
Tx 0 0 1 0 0 0 0 0 1(33)

Tpumeuanue. inpuBuayaabHble JaHHbIE MAUUMEHTOB 15—17 net BkiovyeHsl ¢ 2009 . 3aeck u B Tad1. 3:
31T — 3amecturenbHas noyeuHas tepanus; [1J1 — neputoHeanbHblit quanus; [l — remoaunanus; Tx — TpaHCIUIAaHTALMS TTOYKH.
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ATnonorus noyeyHbix 3aboneBaHuii, NnpuBeALUMX
K TEPMUHAJIbHOW XPOHNYECKO NOYEYHOWN
HeAo0CTaTO4HOCTHU

Hau6onee wacteiMu mpuumHamu (45,8% Bcex ciy-
YyaeB), MPUBOIAAIIMMU K TEPMUHAIBLHOW XPOHUYECKOMN
MOYEYHOU HEIOCTaTOYHOCTH, SIBJISIFOTCSI BPOXKIEHHbIC
aHomasuu rmovyek u moueBbix nmyteit — CAKUT-cunnpom
(congenital anomalies of the kidney and urinary tract).
HMHudpaBesukanbHasi oOCTpyKIMsi Ha (hOHE KianaHOB
3a/IHEN YPeTpbl, TUTIOIIA3Ms / MUCTIIa3usl TTIOYeK U Heli-
POTE€HHBIIT MOYEBOI My3bIPb BCJIEICTBUE CITMHHOMO3TO-
BBIX TPBDK M MMENIOAMCIUIA3UN 3aHUMAIOT JIMIUPYIOIEee
mecto B CAKUT-cuHmpome B CTpyKType NMPUUYMH Tep-
MUHQIBHOW XPOHUYECKOW TMOYEYHOW HEAOCTATOYHOCTU
(ta6u. 4). B EBporie CAKUT-cuHapom Takke 3aHMMaeT
MepBOe MECTO Cpear NMPUYMH TEPMMUHAIBHON XpOHUYE-
CKOI1 MOYEeUHOM HeocTaTOYHOCTH y eteit (41,3%) [5, 6].

Bropoe mecto B Pecrnyonuke benmapych 3aHumaror
MePBUYHBIE ¥ BTOPUYHbBIE TJIOMEPYIOHEMPUTHI, BACKYJIU -
ol — 27,3% (cMm. Tabn. 4). B CIIIA (2010—2014 rr) [12]
u Manaiizum (1993—2012 rr.) [9] oTa rpynna 3abojieBaHui
SIBIISIACh OCHOBHOM TIPUUYMHOW TePMUHAJBLHON XpOHU-
YeCcKOW IMo4YeuyHoi HemocratroyHoct — 37,7 u 45% co-
OTBETCBEHHO, a B ABcTpaymu 1 HoBoii 3enaHonm ncxon
CAKUT-cunapoma 1 riromepysioHepuTa B TEPMUHATTBHYIO
XPOHMYECKYIO TTOUEeYHYIO HemocTaTouyHOCTh B 2007—2012 110
BCTpeyasicsl C OMMHAKOBOI yactoroii — 1o 31% [11].

B psine peructpoB BBIIEISIOTCS OTAEJIbHBIE TPYII-
bl TIaTOJIOTUI, TaKWX KaK KHUCTO3HBIE 3a00JieBaHMSI

OPUINHAJIbHBIE CTATbU

(monukucTo3, HepoHOMTU3), NOJST KOTOPHIX B HallleM
peructpe coctaBuia 8,2%, B EBporeiickoM perucrpe
B 2014 . — 12,7%, CIIA — 4,7%, Manaiizun — 2%,
Asctpamuu u Hosoit 3emanmum — 7% [6, 9, 11, 12].
YacToTa reMOTUTUKO-YPEMUIECKOTO CUHIPOMA B CTPYK-
Type TNPUYUH TEPMUHAIBHOU XPOHUYECKON ITOYEHUHOM
HEIOCTATOYHOCTH TaKXKe 3HAYUTEIbHO BApbUPYET MEXKIY
peructpamu: B Pecniyonmke bemapycs — 9,1%, EBpore
B 2014 . — 6,7%, CIIA — 1,6%, Actpanmuu 1 HoBoii
Benanguu — 4 % [6, 11, 12]. Beicokoit yacToToii 3a06osie-
BaeMOCTH TeMOJINTUKO-YPEMUUECKUM CUHApOMOM B be-
Jlapycu cpenu ctpaH EBpormbl MOXHO OOBSICHUTH OoJiee
YaCTBI MCXOM JaHHOM MaTOJOTUU B TEPMUHAJIbHYIO He-
JIIOCTaTOYHOCTH [13].

YacTtoTa HEYTOYHEHHOM TEpMUHATBLHOM XPOHUUECKON
MOYEYHOU HEAOCTAaTOYHOCTH, KOTJa PeOEHOK ITOCTyIaeT
BMEPBbIE B KIIMHUKY C TaAKMM JIMaTHO30M W HE TIpe/ICTaB-
JIIETCS BO3MOKHBIM BBISICHUTH TTPUYMHY HWCXOTHOTO TTO-
yeyHoro 3abosieBaHusI, cocTaBwia B Pecryonuke benapych
6,6%, Esporie B 2014 1. — 3,7%, CIIIA — 10,6%, Mannaii-
3um — 28%, Asctpamuu u HoBoit 3emanoum — 2% [6, 9, 11,
12]. D10 0nMH U3 MapaMeTpPoOB, OTPAXKAIOIINX KAYECTBO Tie-
IAaTPpUIeCKON He(POIOTNIECKOM CITy>KOBI CTPaHEI.

Wcxopbl TepMUHANBHON XPOHUYECKOIN NOYEYHOMN
HepocTaToyHOCTU y AeTen B Benapycu

B pe3ynbraTe BHICOKOI TpaHCIIAHTAIIMOHHON aKTUB-
Hocth 83% meTeil TIOMYYMIW TIOUEYHBIM TPaHCIUTAHTAT
JI0 MOMEHTa TIepeBOIa IO HaOTIOIEHNE B3POCIIBIX HePpo-
JIOTOB, a 2/3 MalueHToB ¢ (hYHKIIMOHUPYIOIIUM TpadToOM

Tabauya 3. PacnpocTpaHEHHOCTh TEPMUHAJILHOI XPOHUYECKO# MOYEYHOI HeocTaTouHocTH y nereii B Pecniy6smke Beaapych

2007-2016 rr.

Table 3. Prevalence of ESRD in children in Belarus 2007—-2016

Ton
Bospact 2016
3IT 2007 2008 2009 2010 2011 2012 2013 2014 2015 —57
n=37 n=41 n=42 n=46 n=50 n=52 n=>54 n=56 n=57 i
aoc. (%)
0—4 rona 4 6 7 4 5 5 3 4 4 3(100)
T 4 5 6 3 5 2 2 3 3 2 (66,7)
T 0 1 1 1 0 0 0 0 0 0
Tx 0 0 0 0 0 3 1 1 1 1(33,3)
5-9 ner 8 6 4 9 8 8 12 11 13 17 (100)
T1 7 5 3 5 2 3 2 4 4 3(17,6)
T 1 1 1 2 1 1 1 0 3 3(17,6)
Tx 0 0 0 2 5 4 9 7 6 11 (64,7)
10—14 net 14 15 18 17 19 17 16 20 21 18 (100)
I 6 8 9 4 4 3 2 3 2 1(5,6)
I 7 6 3 3 1 2 3 3 0 1(5,6)
Tx 1 1 6 10 14 12 11 14 19 16 (88,8)
15—17 ner 11 14 13 16 18 22 23 21 19 19 (100)
T1J1 5 6 3 4 3 4 3 3 1 3 (15,8)
T 4 5 5 6 2 3 1 2 2 1(5,3)
Tx 2 3 5 6 13 15 19 16 16 15 (78,9)
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Tabauya 4. TIppaMHbI TEPMUAHATLHOI XPOHMYECKOIi MOYeuHOi HerocTaTouHoCTH Y neteii 0—17 jer B Pecnyosmke Benapycs,
2007-2016 rr. (n=121)
Table 4. The causes of ESRD in children 0—17 years in Belarus 2007—2016

KoimuecTBo aereii, adc.
3a0oeBanne (KO MePBUYHOTO OYEIHOTO 3200 1€BAHMS)

(%)
BpoxneHnble aHOMAJINM OYEK M MOYEBBIX MyTeli: 54 (44,6)
nHbpaBe3uKalbHast 00CTpYKIIMsI Ha (hOHe KiIamaHoB 3agHeit ypeTpsl (1687) 17 (14,0)
TUITOIIa3Ks, TUCIUTa3us movek (1625) 14 (11,7)
BPOXIEHHBI HEMPOTeHHBI MOYeBOH My3bIph (1706) Ha hoHe MUeTOaUCTLIA3UHU, CITMHHOMO3TO0-
BOM TPBLKK 8 (6,6)
pedmokc-HedponaTus (1602) 7 (5,8)
MYJIBTUKUCTO3HAs TUCIUTa3ust movyek (1639) 2 (1,7)
CUHJIPOM OTCYTCTBUSI MBIIIILI TIepeTHEN OPIOIIHON CTeHKM (CMHIPOM CJIMBOBOTO X1UBOTa) (1694) 2 (1,7)
NIACIIIA3usI TIOYEK BCIISACTBUE MTPUeMa MHTUONTOPOB aHTUOTEH3WH-TIPeBpallaioniero hepMeHTa
Matepbio (1641) 1(0,8)
00CTPYKILIMS HA YPOBHE JJOXaHOYHO-MOYETOYHMKOBOTo cermeHTa (1660) 1(0,8)
Meranucrtuc-merayperep (1723) 1(0,8)
3KCcTpodUs MoueBOTro my3bIpst (1710) 1(0,8)
BpoxneHHble 1 HACJIEACTBEHHbIE 3200J1€BAHNS:
BPOXICHHBIN HEPOTUIECKUi CUHAPOM 6e3 Mopdoiornueckoro noarsepxkacHus (1026) 3(2,5)
BPOKIECHHBIN HEDPOTUIESCKUIT CUHIPOM C ME3aHTUATbHBIM CKilepo3oM (1057) 1(0,8)
cunapom Jlenuca—/paiia (1074) 1(0,8)
ayTOCOMHO-PELIECCUBHAs MOJIMKUCTO3HAs 00JIe3Hb Moyek (2741) 5@4,1)
CUHIPOM AJIbITOpTa, 6€3 MOP(MOIOrMIECKOro MoATBepxKaeHu (2756) 1(0,8)
CUHIPOM AJIbITOpTa, MOPGhOIOTMIECKN TOATBEPXKAEHHBIHA (2760) 2 (1,7)
HedpoHodTH3 (2836) 5(4,1)
cunapom Jloy (okynoliepedpopeHaabHblii CUHAPOM) (2938) 2 (1,7)
UCTUHO3 (2964) 2(1,7)
InomepysnonedpuToI:
uavornaruyeckas MeMopaHo3Has Hedpormartus (1185) 1(0,8)
ME3aHTMOKAMMJUISIPHBIN rioMepynoHedpur, Tu 1 (1222) 1(0,8)
Me3aHTUOKATTMILISIDHBIA roMepyioHedpur, Tur 3 (1246) 1(0,8)
MIMOINATUYECKUI OBICTPOIPOrpecCUpyIonii rmoMepyinoHedpur (1251) 2 (1,7)
MEePBUYHBIN (DOKATbHO-CErMEHTaPHbIM TJIOMepYJI0ocKIepo3 (1267) 8 (6,6)
b dy3HBI SHAOKAMWIISPHBINA rmomMepyaoHedput (1331) 1 (0,8)
Me3aHTuonpodepaTuBHBIN TIIoMepyaoHedput (1349) 1(0,8)
rJiomMepysoHedpuT, 6e3 Mopdoaornyeckoro moarsepxaeHus (1377) 1(0,8)
Bropuunbie miomMepyioHe()PUTHI / BACKYJIMTHI:
cucteMHbIit Backynut — ANCA-103UTUBHBIN, 6e3 Mopdoiornueckoro noarsepxaeHus (1396) 1 (0,8)
Jionyc-HedpuT, MOpdhoJorniyecku MoaATBepkIeHHbIH (1493) 1(0,8)
mypmypa [lleiena-Tenoxa / Hedput, MopdoIormuecKu MmoaTBepKaeHHbIN (1515) 1(0,8)
TeMOJIMTUKO-YPEMUUECKUI CUHIPOM TUITMUHBIN (2610) 8 (6,6)
TEMOJIUTUKO-YPEMUYECKUI CHHIPOM aTUIIUYHbIN (2623) 3(2,5)
Pasnoe: 1(0,8)
OCTpas MoYevyHast HeA0CTaTOUHOCTh Ha (hoHe ThmoBoieMuu (3398) 1(0,8)
OCTpasi MoYevyHast HeA0CTaTOUHOCTD UIIeMUYeCKOro reHesa (3403) 1(0,8)
OCTpasi MoYevyHast HeA0CTaTOYHOCTh Ha hoHe cercuca (3419) 2 (1,7)
TyOYJIOMHTEPCTULIMATbHBIN HeDPUT, 6€3 Mopdoiornueckoro noareepxaeHus (1884)
TyOepKyJie3 mouex (2235) 1(0,8)
Heyrounennas:
TePMHUHAJIbHAsI XpOHUYECKAsl MOYEeUHasl HeIOCTATOYHOCTh — 3TUOJIOTHSI HEM3BECTHa, 6e3 Mopdho- 7(5.8)
JIOTUYECKOTro rmoAaTBepxkaeHust (3555) ’
TepMUHAIBHASI XDOHMYECKAST IIOYeYHAsT HeIOCTATOYHOCTh — ATHOJIOTHSI HEM3BECTHA, ¢ MOp(doIIo- 1(0.8)
TUYECKUM MoATBepxkaeHreM (3564) ’
Hroro: 121 (100,0)
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Tabauya 5. Vicxoapl 3aMecTUTEIbHO# ToYeyHoii Tepanun y aeteii 0—17 yier B Pecniyo.mke Benxapyces (2007—2016 rr.)
Table 5. Outcomes of RRT in children 0—17 years in Belarus 2007—-2016

e KosmmyectBo
nereii, aoc. (%)

Mcxonpl 3aMecTUTETbHOM MTOYEYHOM Teparnuu 121 (100)
B ToMm uncre:
MpoaoJKatoT Tepanuio Ha 31.12.2016 . 57 (47,1)
TepeBeACHbI MO HAOIIOACHUE B3POCbIX He(POIOTOB 53 (43,8)
UMMUTPUPOBAIN 1(0,8)
yMepin 10 (8,3)
Bun 3amecTuTeIbHOM MoYeuHoit Tepanuu Ha 31.12.2016 . 57 (100)
B ToM uncrne:
TpaHCIJIAaHTALMSI TIOYKHU 43 (75,4)
aBTOMAaTUYECKUI MEPUTOHEATBHBIV TAATN3 8 (14)
MOCTOSTHHBII aMOYJIaTOPHBII MePUTOHEATbHBIN N3 1(1,8)
reMoauanu3 5(8,8)
Bu 3amecTuTeIbHOM MOYEYHOM Tepanuu Mpy MepeBoie BO B3POCIYIO CIYKOY 53 (100)
B Tom uucne:
TpPaHCIUIAHTALIUS TIOYKKI 44 (83)
TEePUTOHEATbHBIN TUATU3 3(5,7)
TeMOINAJIN3 6(11,3)
TTpyarHEI IeTaIBHOTO MCX0oaa 10 (100)
B ToMm uncrne:
WHMEKIMOHHBIE (TEPUTOHUT, THEBMOHUS U AP.) 5 (50)
CEepIAECYHO-COCYIMCThIC WU 11epeOPOBACKYISIPHBIE OCTOXHEHUSI 4 (40)
HEeu3BeCTHa 1(10)

HabIoaaI0TCs TeauaTpuIecKoit ciryxkooit Ha 31.12.2016 T.
(Tabn. 5). BbICOKMiIT TIPOLIEHT TpaHCIUIAHTUPOBAHHBIX
MalIMEeHTOB MOKET OOYCJIOBIMBATL HOCTATOUYHO HU3KYIO
JIETaJTbHOCTh Cpeay AeTeid, HaXOASIIMXCS Ha 3aMeCTH-
TeJIBHOW TIOYeuHOU Tepamuu, — 8,3%, mpudyeMm cpeau
JieTeld, HauaBIIUX 3Ty Teparnuio B rmepuon 2007—2016 rr.,
oHa coctaBuia 4,9% (5 ciaydaeB). OOIast JIeTaTbHOCTh
3a 2007—2016 . — 20 cmepreit Ha 1000 maLueHTO-JIET
Ha 3aMECTUTEJIEHOI ITOYeYHON Teparnuu, a MATUIETHSIS —
17,9 na 1000 mauueHTO-JIeT.

B nenaBHem ucciaenoBanum N. Chesnaye u coast. [14]
n3ydyanaach TSTUIETHSISA JIETATbHOCTDL JETel, TOTydaBIINX
3aMECTUTEJIbHYIO TTOYEeUHYI0 Teparnuio, B 32 crpaHax EB-
pornel 3a mepuon 2000—2013 rr. (Bkmovast naHHbie bena-
pycu 3a 2008—2013 1), KOTOpasi coctaBuia 15,8 cMmepTteit
Ha 1000 manmeHTO-JIeT (MHTEPKBAPTWIBHBIM WHTEpBa
6,4—16,4). JlaHHbBIe MO TIATWIETHEH JIeTAJIbHOCT Ha 3a-
MeCTUTeILHOI Teparmmu B Pecrryonmke benapych kak 3a
2008—2013 rr., Tak 1 3a 2007—2016 TT. CyIIIeCTBEHHO HE OT-
JIMYAJINCh OT CPEIHEEBPONECKIX 1 ObLTU 3HAUYMMO JIYYIIIE,
yeMm B [Tombie (39,9), Pymbinun (47,4) u Bonrapuu (68,6).

OCHOBHOW MPUYUHON CMEPTU Y IETei, TTOTydaBIINX
3aMECTUTEJIbHYIO TIOYeYHYI0 Tepanuio, B Pecryonn-
ke Bemapych BhICTynanmn MH(MEKIIMOHHBIE OCIOKHEHUS
(50%), pexe cepaeUHO-COCYIUCTBIE U IepedpOBACKY-
nsapHbie (40%). Y 6 (60%) mauneHTOB TOCIETHUM Me-
TOIOM 3aMEeCTUTEIbHON MOYEUHOM Tepamuu ObUT TeMO-
IWan3, TTpUYeM JIBO€ M3 HUX HE3aJ0JIT0 0 JEeTaJIbHOTO
ncxoia ObLUTH TIepeBeIeHbl ¢ TTEPUTOHEATHHOTO qUaIn3a
13-3a pa3BUTHUS TTIEPUTOHUTA.

C 1eJ1bI0 OLIEHKHU BIMSTHUST BO3pacTa Havyalia 3aMeCTH -
TEJTHbHON TOYEYHOU Tepamuy Ha BBIKMBAEMOCTb HETei

BBIZIEJIEHBI TPU TPYIIbl nanueHToB: 0—4 roma (n=16),
5-9 ner (n=30) u 10—12 net (n=23), mosyyaBIIUX 3aMe-
CTUTEJIBHYIO Tepaluio He MeHee | roma, BKIIouass ymep-
X B JIIOOBIE CPOKU OT ee Hayama. Kak mpeacTaBieHO
Ha pUCYHKe, HaWIydllasi TSTHIETHSST BBDKMBAEMOCTh
orpenessiach y AeTeid, HayaBIIMX Teparuio B BO3pacTe
5-9 net, — 100% B cpaBHeHuu ¢ rpyrnnamu 0—4 roga —
81,3% (*=6,88, p=0,032) u 10—12 et — 95,7% (p>0,05).

100 T =
N
°. 904
n
=~
8 80+
=
g
@ 701
X
& 60n

50 v Y Y Y '

0 1 4
[oapl

== 0-4ropa === 5-9ner == 10-12 ner

0—4 roga 16 15 14 14 14 13

5-9 ner 30 30 30 30 30 30

10—121er 23 23 22 22 22 22
Pucynok. BeokuBaemMocTh JeTeii, MOMyYaBIINX 3aMeCTUTEIbHYIO
MOYEYHYI0 Tepanuio, B 3aBUCHMOCTH OT BO3PACTa ee HavyaJa.

Figure. Survival of children on renal replacement therapy de-
pending on the age of its onset.
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Takum 00pa3zoMm, BCTpeyaeMOCTh TEPMUHAIBHOMN Xpo-
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PenanbHble U 9KCTpapeHaIbHbIE (DAKTOPBI PUCKA MOYEKAMEHHOI 00J1€3HM y 1eTei

9.A. FOpvesa’, E.C. Bozosuxcenckasn', H.H. Hosukxosa?, M.B. Kywnapesa', C.JI. Mopo3oé’

'OCIM «Hay4Ho-nccnenoBaTenbCkuii KNIMHNYECKMIA MHCTUTYT neavatpumn M. akagemuka tO.E. Benstuwesa» GroQy BO
PHUMY um. H.W. Nuporoea, Mockea;
2HUL, «KypyaToBCKUMiA MHCTUTYT», MockBa, Poccusa

Renal and extra-renal risk factors of urolithiasis in children

E.A. Yuryeva', E.S. Vozdvizhenskaya', N.N. Novikova?, M.V. Kushnareva', S.L. Morozov'

"Weltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Ministry of Health of the Russian Federation, Moscow;
2Kurchatov Institute, Moscow, Russia

IIpencraBieHsl JaHHBIE O COMEPKAHMH U OKOJOCYTOYHBIX M3MEHEHHSIX IBYX KAJIbIMIAPETYIMPYIOMNX FOPMOHOB — MAPATTOPMOHA
M KAJIBIMTOHHHA, A TAKXKe 0 MOP(OJOrHYecKuX U3MeHeHHAX TKaHU NoYeK KaK (akTopax pucKa MOYeKaMeHHOii 6oJie3Hu y JeTeii
€ Pa3/IMYHbIMH BUIAMU KOHKPEMEHTOB B OPraHaX MOYEBOii CHCTEMbI, BKJII0YAs1 IBYCTOPOHHUIA U OJJHOCTOPOHHMIT He()POJIUTHA3, KOH-
KPEMEHTbI MOYETOYHUKOB 1 MOYEBOTO My3bIPs. YCTAHOBJIEHBI PA3/MYUsl He TOJbKO B KOJIMYECTBE, H3MEHEHUH LUPKAIHON Tepuo-
JIMYHOCTH COJEPXKAHUS TOPMOHOB, HO U B COOTHOLIEHNM TUX JBYX 'OPMOHOB 1O cpaBHeHHIO ¢ HOpmoii. Hanbosee BbIpaxkeHHble
H3MEeHEHHUsI BbISIBJIEHDI MPH IBYCTOPOHHEM M OJHOCTOPOHHEM HedpoMTHase.

Karoueevie caosa: ()emu, MoHeKameHHaA 60/163Hb, napameopmoH, KarbUyumoHuH.

Ana yntupoBanuns: lOpseBa 3.A., BosasuxeHckas E.C., Hosukosa H.H., KywHapea M.B., Mopo3oB C.J1. PuHasibHbie 1 3KCTpapeHasib-
Hble pakTopbl prcka MoYyekamMeHHow 601e3Hu y aeteli. Poc BecTH nepuHaton v neguatp 2018; 63:(2): 42-47. DOI: 10.21508/1027-4065-
2018-63-2-42-47

The data on the content and circadian changes in two calcium regulating hormones, parathyroid hormone and calcitonin, as well as
on morphological changes in kidney tissue as risk factors for urolithiasis in children with various kinds of concrements in the organs
of the urinary system, including bilateral and unilateral nephrolithiasis, concrements of the ureters and the bladder, are presented.
Differences were established not only in the quantity, variation in the circadian periodicity of hormones, but also in the ratio of these
two hormones in comparison with the norm. The most pronounced changes were detected with bilateral and unilateral nephrolithiasis.

Key words: children, urolithiasis, parathyroid hormone, calcitonin.

For citation: Yuryeva E.A., Vozdvizhenskaya E.S., Novikova N.N., Kushnareva M.V., Morozov S.L. Renal and extra-renal risk factors of urolithia-
sis in children. Ros Vestn Perinatol i Pediatr 2018; 63:(2): 42-47 (in Russ). DOI: 10.21508/1027-4065-2018-63-2-42-47

MO‘{CKaMCHHYIO 00JIe3Hb €CTh BCE OCHOBaHUS
CUMTaTh HambOJee OCJIOXHEHHBIM BapUaHTOM
IMCMeTa0oMMYecKoir  Hedpomatny,  BO3HUKAIOIIEH
B pesyjabTaTe HapylleHHOro obmeHa BemiectB [l1-35].
BonesHp  xapakTepusyeTcsi  OKCaJaTHO-KaJIbIIMEBOU,
docdaTHOI U/MAM ypaTHON KpUCTAJLTypuei, 4acTo pe-
HUIUBUPYIONIUM BOCTIATUTEbHBIM TIPOIIECCOM B WH-
TEPCTUIINU TIOUEK B Pe3yiIbTaTe BO3MEHCTBUS HebIaro-
MPUSTHBIX (PAKTOPOB BHEIIHEN Ccpeabl, HapylleHUeM
oOMeHa BelIecTB, B 0COOEHHOCTH KallbInii-(hochopHOTO

© KonnekTtnB aBTopoB, 2018
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Bosnsuxenckast Ekarepuna CepreesHa — K.0.H., ¢T. Hay4uH. cotp. HWUJI oG1wueit
natonorun HayuyHo-ucciien0BaTenbcKOro KIMHUYECKOTO MHCTUTYTA Teaua-
Tpun uM. akanemuka FO.E. Benstuuiesa

Kyunapesa Mapust BacuiibeBHa — 1.M.H., 11pod., TJI. HAy4H. COTP. OT/eJIa HeO-
HATOJIOTUH U MIATOJIOTUU [IeTeii paHHero Bo3pacta HayuHo-1ccienoBaTebeko-
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(MuHepanbHOro). MakTopamMu pricka MOYEeKaMEeHHOI
00JIe3HN B HACTOSIIEe BpeMsl TTPU3HAIOT TeHETUYECKHE
AHOMAaJIMM TPAHCTIOPTHBIX CUCTEM KaHAJIbLIEBOTO SITUTE-
JIAS, METaOOIMYECKUIT CUHIPOM, CHIDKEHUE MPOXYKIINU
AHJIPOTEHOB Y MYXXUMH, OXHMpPEHHE, a TaKKe TTOCTOSH-
HYI0O MMKPONPOTEMHYPUIO KaK SIpooOpas3yrollyo cyo-
craHumio [2, 5—11]. BHYTpUKIETOUHBIT U 3KCTpales-
JIIOJISIPHBIN OOMEH Kasibliisl U (pochaToB peryaupyercs
TpeMsI TOPMOHAMM: ITapaTTOPMOHOM, KaJbLIUTOHUHOM
u 1,25-nurunpokcuButaMuHom D [12—15], koHTposin-
pylomMK (GyHKIIUHA TPeX OpraHOB-MUIIEHEH — TOYeK,
KOCTell 1 KuIewyHKa. Kpome Toro, Ha peryssiiuio BHY-
TPUKJIETOYHOTO OoOMeHa Kasblivs, dochopa U MarHus
BIMSIIOT YpoBeHb pH, HaTpuit, Kanuit, OukapOoOHaT, XJ10-
pumbl U cyabdar; MMeeT 3HauYeHWEe W BIUSHUE IPYTUX
TOpMOHOB [6, 14, 16].

B mpencraBieHHOM HCCIeIOBAaHUM OCHOBHOE BHU-
MaHUe YAeNsJIOCh BIUSHUIO TapaTroOpMOHa W KaJlbIU-
TOHUHA — PEryJsiTOPOB Kallblnii-chochopHOro oOMeHa
Ha QYHKIIMU MOYeK MpU MOYeKaMEHHOI OOJIe3HU Y Je-
teii. TlapaTrOpMOH CeKpeTHpyeTcsl TJIABHBIM 00pa3oM
B MapallMTOBUIHBIX XKeJle3aX U PeryIrpyeT OOMeH Kajlb-
LIUST B TTOYKAX, KOCTSX U XEITyIOUHO-KUIIIEYHOM TpaKTe:
O0YCJIOBIMBAET CHUXXEHME DKCKPEUNUU Kalblvs (HO He
¢docdaToB) ¢ MOUOI, MOBBIIIAET PE30POLINIO KOCTEM
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[Opvesa 3.A. u coasm. PenanbHbie U SKCTpapeHaTbHBIE (DaKTOPBI PUCKa MOUYEKAMEHHOI 00JIe3HY y eTeit

[7, 11, 13, 17] u peabcopOIIMIO KalnbLKS B XKEJIYyTOUHO-
KWIIIEYHOM TpakTe. B umTore neiicTBUsSI mapaTropmMoHa
MOBBIIIAETCSI CofiepKaHWe Kajablusl U ¢pochaToB B LIUP-
KyJISIIIMM B OTBET Ha CHUKEHUE UX CONEpKaHUsS B KPO-
Bu. [umnepnpomaykiusi mapaTropMoOHa B HOPME OTpaHM-
YMBAETCS TOBBIIICHUEM COJEPXKAHUST KaJlbIUsI B KPOBU
(oOpaTHast CBSI3b), aKTUBHBIM METa0OJIM3MOM U DJIUMU-
Haluel naparropMoHa rnoukamu (B reuenue 10—15 muH).
Kpome Toro, rumnepkanbupemuueckuit apdexr mapar-
TOPMOHA AaKTUBMPYET CEKPELUI0 TUMoKaJlblIueMuye-
CKOTO TOpPMOHA IIMTOBUIHON XeJie3bl — KaJIbIIUTOHUHA
[13, 14, 17]. Mocnenuuii cuHTe3upyeTcs B mapadosuim-
KyasipHbIX KjeTkax (C-KJeTKu) IIMTOBUIHON KeJse3bl,
a TaKKe B HEOOJIBIIIOM KOJIMYECTBE B APYTUX TKAHSX (JIer-
Kue). DTOT TOPMOH TaKXKe eCTBYeT Ha (PYHKIIUU MOUEK:
YCUJIMBAET DJMMUHALIMIO (KJIUpPEeHC) Kaiblivs U (ocda-
TOB, CHMXAaeT aICcopOLMIO KaJblUS B XKETyIOYHO-KU-
IIEYHOM TpaKkTe W MpeaynpexaaeT pe3opOluIo KocTei
(cHUXaeT (yHKIM0O ocTeoknacToB). CUHTE3 KaJabLIMTO-
HUHA CAMOPETYJIUPYETCSI B 3aBUCUMOCTU OT COJEPXKAHUSI
KaJIbLIUSI B KPOBU: €T0 JAeiCTBUE TTpeKpalaeTcs: pu -
MokKajbliueMun. B 3HaYMTETbHON CTENeHU perysiius
coiepKaHusi 000X TOPMOHOB B KPOBM 3aBUCUT OT HOP-
MaJIbHOTO CTPYKTYPHO-(PYHKIIMOHAJIBHOTO COCTOSIHMSI
MOYEYHOM TKAHU M OT pa3JIMYHbIX HapyIIeHWIl OOMEeH-
HBIX Mpolieccos [18, 23].

Ieabio paGoTHI STBWIOCH OTIPENEICHNE POJTU HapyIlle-
HUsI YPOBHS B KPOBU M LIMPKATHOTO pUTMa KaJIbLIMKApEry-
JIMPYIOIIMX TOPMOHOB M CTPYKTYPHO-(YHKIIMOHAJIBHOTO
COCTOSTHUSI TIOYEUHOM TKaHU KaK (haKTOPOB pUCKa MOYe-
KaMEeHHOI 00JIe3HU.

XapaktepucTtuka peteu U MeToAbl UCCNeAoBaHNUSA

OO0cnenoBaHbl 48 nereit B Bo3pacTte oT 3 mo 15 yer
(12 meBouex u 36 MaJTbUYMKOB) C MOUYEKaMEHHOU 060-
JIE3HbIO, TPOXWBAIOIIUX B PETrHOHE, DHIAEMUIHOM
MO MOYEKAaMEHHOI O0O0JIe3HW M HaOJIOAABIINXCS B XW-
pypruueckoM ctauuoHape. Y 18 neteit (16 MaJb4nMKOB)
BBISIBJICHBl aHOMAJIUM MOYEBBIBOISIINX IyTeil, B TOM
yuciae TUApoHe(dpO3, CyXKEeHHE JTOXaHOYHO-MOUYETOY-
HUKOBOTO COYCTbSI, Cy>KeHHUE AUCTAJIBLHOTO OTAe]Ia MO-
YETOYHUKA, YABOCHHME TTOYKHU, TY3bIPHO-MOYETOUHU-
KOBBIN pedIIIOKC; y MOJIOBUHBI JeTeil TMarHOCTUPOBAH
XpPOHUYECKUI muesoHedput. ¥ Bcex neteit ¢ ABYCTO-
POHHUM HedpPOIUTHA30M OTMEYaJoCh paclIUpeHUue
u nedopmanus 4YaleyYHO-JTOXaHOYHOM CHUCTEMBI TO-
yek. [IpenbsaBiasiiuch Xano0bl Ha 00U B XXKUBOTE U/WUJIN
B MOSICHUYHOM 00JIaCTH, MEPUOANYECKU BO3ZHUKAIOIINE
MPUCTYIBI TIOYEYHOUN KOJWUKM, OTXOXICHUE MEJTKUX
KOHKPEMEHTOB, TlecKa, AMW3ypMYEeCKHUe pPacCTPONCTBA.
B cyTouHoOIt MoUe y Bcex eTeil BBISIBISIMCH MUKPOTIPO-
TEWHBI C TOBBIIIEHHBIM COAEpKaHUEM MHUKDPO3JIEeMEH-
TOB, HETMOCTOSTHHasE MUKporeMatypus. [Ipu peMuccum
nmeoHedpuTa — yMepeHHas JeHKOLUUTYPUST, Y YaCTU —
o6akrepuypust 10 100 ThIC. MUKPOOHBIX TeJT B 1 MJI MOYM.
IIpy peHTreHOBCKOM U YJBTPa3ByKOBOM HCCJIEIOBaHU-
SIX BBISIBJISITUCH XOPOIIIO KOHTPACTMPOBaHHBIE KaMHU

BBICOKOI TMJIOTHOCTU. [IpoBOoauiuchk cienyioliue ore-
paTUBHbIE BMEIIATEIbCTBA: OJHOCTOPOHHSISI TTHUEIOIU-
toroMus (y 23), IBYCTOPOHHSISI TTenoauToToMust (y 5),
ypereponutoroMus (y 9), uucronutoromusi (y 11).

Bce 6os1bHBIE ObLIM pa3ieseHbl Ha 4 rpymibl: 1-s1 rpyr-
na — 10 pgereit ¢ JBYCTOPOHHUM He(dPOJIUTHAZOM;
2-s1 rpynma— 18 geTeit ¢ OMTHOCTOPOHHUMU KaMHSIMU; 3-51
rpynna — 9 neteil ¢ KaMHSIMU MOYETOYHUKOB; 4-51 TpyI-
na — 11 gereii ¢ KaMHSIMU MOYEBOro My3bips. B rpyn-
my cpaBHeHUs1 Bouuiv 10 coMaTuyecku 3M0pOBBIX NETei
C TPbDKaMU PA3IMYHON JIOKaTU3alUM, MOCTYMUBIINX
B CTalIMOHAP 151 TUIAHOBOT'O OMEPAaTUBHOTIO JIEYEHUSI.

VY Bcex nmereit ¢ MOUeKaMEHHOM 00JIE3HBIO ObLIU BbI-
SIBJIEHbI HapyllleHUs] 0OMeHa BEIIeCTB: KPUCTALTYPUST —
okcayiatHo-KajbuueBast (¢=0,6), dhochaTHO-KanbleBas
u maraueBast (¢=0,22 u g=0,77 COOTBETCTBEHHO), MOBbI-
IIeHWEe SKCKPELMU OKCHUIIPOJMHA (METabOJIMT KoJulare-
Ha, ¢=0,7), xanbuusa (¢=0,7), docdaros (¢g=0,8), nepe-
kuceit (¢g=0,5), rugponepekuceit aunuaoB (¢g=0,9—1,0;
pe3yabraT AecTpyKInU hocdOoTUNUI0B KJIETOUYHBIX MEM-
OpaH). Bce nameHeHust ObLIM OoJsiee BbIpaKEHBI y JeTeit
C IBYCTOPOHHUM HEDPOIUTHAZOM.

[nsa mpoBeaeHUsT TUCTOMOPQOJOTUYECKUX UCCIIe-
JIOBaHMU 3a00p Marepuaja MPOU3BOAWICS WMHTpaoIie-
palMoOHHO Y 23 GOJIbHBIX OTKPBITHIM criocoooM. ITpoBo-
JIMJIaCh CBETOBAsi MMKPOCKOIUSI TOYEYHOI TKaHU MOcse
OKpPAacKM TeMaTOKCWJIMHOM M 203MHOM 1o Ban [u3oHy.
Boeimonnsinach LI K-peakius u peakuust Kocca.

Hnst  onpeneneHWs: aKTMBHOCTM  MapaTropMoHa
U KaJblIUTOHUHA B CBIBOPOTKE KPOBU 3a00p Marepuaia
npousBoauics B AHeBHbIE (13 1) 1 HOuHbIe Yyackl (1 4).
HccnenoBaHue BBIMOMHSUIM C MCMOJIb30BaHUEM Habo-
poB ELISA (®panums). AKTUBHOCTh KCAaHTWMHOKCHIA-
3bl MCCIeNoBagach METOMIOM DPETUCTpallMy KOJUYeCcTBa
CYMEPOKCUIHBIX aHUOHOB, 00Pa3yIoLIMXCs MO AeCTBU-
€M CBhIBOPOTOYHON KCAHTUHOKCHUAA3bl B TMPUCYTCTBUU
TUIOKCAHTUHA (KCaHTWHA), HUTPATETPA30JUEBOTO CHU-
HEro U a3ujia HaTpust (MHIMOUTOpa CyNepoOKCUIIUCMYTa-
3b1). OUOPUHOTUTHYECKAS AKTUBHOCTh MOYU OTIPEIeIIsI-
nack o M.I1.backoBoii B Mogudukanuu 5.A. KOpbeBoii
Ha (MOPUHOBBIX TJTACTUHKAX [24].

Pe3ynbTathl u 06cyxaeHue

OCHOBHbIE Pe3y/IbTaThl UCCIIEIOBAHUS TIPEICTABIEHBI
B Tao0J. 1—4. TpanuiimoHHbIe OMOXMMUUYECKHUE TTIOKa3aTe I
KPOBU M OOLIETro aHajvM3a KPOBU Y HAOJIIOAABILIMXCS Jle-
Telt Kosebanuch B npenenax HopMbl. OHAKO y JeTeit Bcex
TpyMIl OTMEYaIoCh MOCTOSTHHOE WM B OT/IEIbHbIE TTePUO-
IIbI CYTOK TTOBBIILIEHHOE CcofiepXkaHWe B KPOBU JMOO Tia-
paTropMoOHa, MO0 KaJbIIMTOHWHA WX 000UX TOPMOHOB.
VY Bcex neteil Oblia IMOBBIIEHA aKTUBHOCTH OCHOBHOTO
TpUrrepHoro epMeHTa NMepokCUaalMM — KCAaHTUHOKCH-
nasbl (cM. TabJ1. 1). PaHee ObUTO BBISIBJICHO, YTO aKTHUBAIIWSI
KCaHTMHOKCH/Ia3bl COTMTPOBOXKIAETCS TPU3HAKAMU TTOBbI-
LIEHUS TIEPEKUCHBIX MPOLIECCOB — TMOSIBICHUEM B MOYE
MepeKknceil, TUIPOTepeKUceil JIMMUI0B, CHUXEHUEM
AHTUMOKCUIIAHTHON aKTUBHOCTM MOYM, YIOPHON KpU-
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CTaJuTypyeii, CBUAETEILCTBYIONIECH O CHIDKEHMM CHUHTE3a
AHTUKPHUCTAITIO00pA3yIOIINX MPOIYKTOB MUTOXOHIPUIA —
HeopraHuveckux nupogocdaros, IUTPaToB [2].

BaustHue mapaTropMoHa Ha aKTUBHOCTh KCAHTHH-
OKCHIa3bl OBUTO OTIPEIESICHO Y B3POCIIBIX TOOPOBOIIBIICB
(aBTOPBI HACTOSIIIIETO COOOIIEHUS) C TTOMOIIBIO OIHO-
kpatHoro BBeneHusi 20 EJl mapaTtropMoHa BHYTPHUMBI-
IIEYHO C TOCEAYIOINM HCCIeTOBAaHUEM aKTUBHOCTU
KCaHTUHOKCU/Ia3bl B KPOBU B TeueHue 48 4 (cM. TabI. 2).
YCcTaHOBIIEHO, YTO MOCTOSTHHOE TPUCYTCTBUE TTapaTrop-
MOHa B KPOBM OKa3bIBaeT BhIpa’KEHHOE aKTUBHpYIOIIIEe
JIeliCTBMEe Ha KCAHTMHOKCHMIA3y — OAWH U3 (haKTOpOB
pUCKa TOBPEXIECHUST KJIETOYHOTO TOMeocTa3a KajbIus
(MeMOpaHOIECTPYKIIUS).

V Bcex gereii ¢ KaMHSIMM TTOYEeK OTMEYajoch CHU-
KeHre (UOPUHOIUTUYECKON aKTUBHOCTM MOYHU) JMOO
B JIHEBHbIE W HOYHBIE TEPHOALI (TIPU ABYCTOPOHHEM
HedpoauTrase), TM00 B HOYHBIC (TTPU OJHOCTOPOHHEM
HedpoauTuase). bosee coxpaHHBIM JTaHHBIM TIOKa3a-
Tedb ObUT y JeTell ¢ KaMHSIMU MOYEBBIBOISIINX MyTei
(cM. Tabus. 3). Bo Bcex ciyuyasix y aeteit ¢ MOoueKaMeH-
HOIl 0OJIE3HBIO HAOJIIOJATIOCh BBICOKOE COAepKaHUe
KaJbLIMTOHWHA B KPOBU, MpeBbIatoiiee B S—10 pa3 ero
KOHIIEHTpALIMIO B IpyTre cpaBHeHUs (cMm. Tabm. 4). U3z-
BECTHO, UTO KaJBIIMTOHWUH CHUKAET YPOBEHb KaJIbIIUSI
" dhocdaToB B KPOBM, B YACTHOCTH 3a CYET TOBBIILICHUST
UX OKCKPEIUU C MOYOI1, UTO, TIO-BUIUMOMY, TOXKE MOXKET
oKazaTbes (haKTOpOM pricka HedpoauTrasa.

OOmiasi  OolleHKa COCTOSIHMSI TIOYEUYHON TKaHU
Mpu HepoJUTHA3e ¢ KaMHSIMU B MOYEUHBIX JIOXaHKAX
(23 pebeHka) mokaszajia, YTO CpeAu OO0CIeTOBAHHBIX Je-
Teli HU B ONHOM HaOJIIONeHWM He OBIJI0 OOHapyKEeHO

OPUINHAJIbHBIE CTATbU

HOPMaJbHOM TIOYEYHON TUCTOCTPYKTYphl. [lpw aBy-
CTOPOHHEM JIUTHA3e y 3 JeTeil TOIIKOJBLHOTO BO3pacTa
MpU  HEOONBIIOW TMPOJOKUTETLHOCTU  3a00JIeBaHUS
HaOJTI0IaJIOCh TIePCUCTUPOBAHUE SMOPUOHAIBHBIX TTO-
YEYHBIX 3JIEMEHTOB, MHOTHE M3 KOTOPBIX TMOIBEPTINCH
CKJIepo3y, T.e. OOHapyXeHbI TPOSIBICHUSI aHOMAaJUU
TKaHU TOYeK. Y BCeX JeTeil ¢ IBYCTOPOHHE ModeKa-
MEHHOI 0O0JIe3HbI0 OTMEUaJUCh TMPU3HAKU TTOYEUHOTO
IU33MOpHOTeHe3a C HaJudueM TJIoMepyl (eTaabHOTO
THTIA, COJIEBbIE KPUCTAJIbI, TSIKA WHTEPCTUIIMATBHOMN
WHGUIBTPAMU U cKJiepo3a. B psime HaOmoneHWit Obia
BBISIBJIEHA TIPOJI(epalns KJIETOK I0KCTarJIoMepyIsipHO-
TO KOMILJIEKCa.

Ilpu omHOCTOpOHHEM HedpoauTHa3e y HeTeil J0-
IIKOJILHOTO  BO3pacTa ¢ MaHudecranumeir 6oJe3HU
B 3—7 ner (n=6) ompenensics sIPKO BbIpaXXEHHBIM WH-
TEPCTULIMATILHBIN HedpUT, odyard JTUM@OTHCTHOLUTAP-
HBIX CKOTIJICHUI, YMEPEHHBIN OTeK MapeHXUMBbI, HaJTU4Ke
KPUCTAJIJIOB COJIe. Y JIeTeil IKOJbHOTO BO3pacTa cTapiiie
10 ner (n=7) mpu OAHOCTOPOHHEM HedpoJuTHa3e T0-
YyeyHasl CTPYKTypa Oblla CpaBHMTEIBHO Majlo M3MEHEHa,
WMeJTUCh YMEPEeHHbIEe TIPU3HAKU MMHeJIOHe(hPUTa B MO3TO-
BOM BellleCcTBe Mouky. Habmonanch TMIIMIHbIE 1T Hed-
poJUTHa3a AECTPYKTUBHO-TUCTPOGUIECKE W3MEHEHUS
SIUTENINSI U3BUTHIX KaHAJbLIEB C JleCKBaMallueil aru-
KaJIbHBIX OTHEJIOB KJIETOK, C HAJIMYMEM XJIOMbEBUIHOTO
Marepuaia B MpocBeTe KaHaiblieB. BMecte ¢ TeM npu of-
HOCTOPOHHEM JIUTHA3e IJIsl JIeTeil CcTapllero BoO3pacTa
ObIT XapaKTepeH CeTYaThlii MHTEPCTULIMATBHBIN CKIIEPO3
MOYeK, TIPU KOTOPOM BBISBIISIIOCH YTOJIIIEHUE TIPOCIOEK
CTPOMBI MEXITy KaHaJTbLIaM1, OCOOEHHO MPSIMBIMHU, C pa3-
BUTHEM (DYHKIIMOHAJIBLHOTO TYOYJIOMHTEPCTULIMATHLHOTO

Tabauya 1. AKTHBHOCTD TAPATTOPMOHA, KAJIBIMTOHNHA W KCAHTHHOKCHIA3bI B KPOBH Y 3I0POBBIX JAeTeil H y 1eTeil ¢ MOYeKaMeHHOi

00J1e3HBIO B YTPEHHHE 9AChI

Table 1. The activity of parathyroid hormone, calcitonin and xanthine oxidase in blood in healthy children and in children with

urolithiasis in the morning hours

Tpynna ITapatropmon, nkr/mn  Kanbuuronun, nkr/min  KcanTuHokcunasa, MMoJib/i1/c
ITpakTnuecku 3nopoBbie aetH (n=10) 0,48+0,03 0,1£0,01 120=*11
JeTtu ¢ MoueKaMeHHOI 0oJie3HbIo (1=40) 0,85+0,08* 6,0£1,2* 554+42*

Tpumeuanue. *p<0,01 Mo cpaBHEHHUIO CO 3A0POBBIMU JAECTHMU.

Tabauya 2. AKTHBHOCTb KCAHTHHOKCHIA3BI (B MMOJIb/JI/C) B CBIBOPOTKE KPOBH Y 4 B3POCJIBIX J00OPOBOJIBIIEB /10 U MOCJIE OTHOKPATHOIO

BBeeHus 20 E/I napatropMoHa BHYTPHUMbIIIEYHO

Table 2. The activity of xanthine oxidase (mmol/l/sec) in serum in 4 adult volunteers before and after a single injection of 20 units

of parathyroid hormone intramuscularly

Ioc.ie BBeIeHHS MAPATIOPMOHA

Ne n/m o BBeieHust
yepe3 2 4 yepe3 24 4 yepe3 48 u
1 258,3 558,3* 300,0 200,0
2 150,0 683,0% 350,0* 160,0
3 183,0 633,0% 441,0* 191,0
4 183,0 758,0* 333,0% 150,0

Tlpumeuanue. *p<0,01 Mo cpaBHEHUIO C UCXOHBIMU TAHHBIMU.
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Osioka. B maHHOI BO3pacTHOI MOATPYIITe 3TO COYeTanoCh
¢ nuddy3HOI MHTEPCTUIIMATBLHON TUIEPKIETOUHOCTHIO
MPEeNMYIIECTBEHHO B 30HAaX M TsKaX MPSIMOI 4acTh JUC-
TaJbHBIX KaHaJbIIEB, COOMpATETbHBIX TPYOOK W JPYIMX
9JIEMEHTOB MO3rOBOro BelecTBa. [Ipu mnpomosmkuTesb-
HOCTU KJIMHUYECKUX TIPOSIBJICHUI 0oJie3HN OT 2 10 7 JeT
MPU OJHOCTOPOHHEM, HO PELUUAMBUPYIOIIEM HEDpPOIU-
THa3e XapaKTEePHbIMU U3MEHEHUSIMU ObLIU pacllIMpEeHHbIE
MPOCBETHl KaHAJIbLIEB, TPUIABABIIMX TTOYEYHOW TKaHU
«KPY>KE€BHO» BUI, TIOBBIIIIEHHOE KOJUYECTBO HEIOPa3BU-
TBIX CKJIEpO3UPOBaHHBIX ritoMepysa. KopkoBoe BelecTBO
MOYEYHON TKaHU OBLIO WIIEMU3MPOBAHO, B TTPOCBETAX
Karicysl MeJoch OeJIKOBOE BEeIleCTBO, MIIEMHUS TTPOCTIe-
JKMBAJIach U B TIOYETYHOM MHTEPCTULINN [25].

Takum o0Opa3om, ABYCTOPOHHUI W PeUUIUBUPYIO-
muit  HedponuTUas XapakTepuszoBayicss IUMGY3ZHBIMU
MHOXECTBEHHBIMU MTPU3HAKAMU TTOYEUHOTO TM339MOPUO-
reHes3a, KMUCTO3HBIMU M3MEHEHUSIMU KaHaJIbleB, BbIpa-
JKeHHO IeCTpyKIInei 1 aTpodueit KaHaIbleBOTO 3IUTe-
usi. OQHOCTOPOHHUI He(hpOIUTHA3 XapaKTepU30BaJICs
TOJIbKO YMEPEHHBIMU U3MEHEHUSIMU TTOYEUHOI CTPYKTY-
pbI 6€3 04YaroB CKyiepo3a ¢ He3HaYuTeIbHOU N dy3HOI
WHTEPCTUIIMATBHON KJIETOYHOCThIO, aKTUBAIIMEN HOK-
cTarJioMepyJisipHOTo anrmapata (¢ TMpoAyKIUeil peHuHa).
OO0MMHU pU3HaKaMu JUISl BCeX JeTeil ¢ MoueKaMeHHOM
00JIE3HBIO SIBJISUIOCH HAJIMYME JECTPYKUUU U aTpoduu
KaHaJIbILIEBOTO SMUTENNS C OTJIOXEHUEM COJiel KaJIbIIMs
B TKaHU TTOYEK.

Ilpy aHanM3e CYTOYHOTO pUTMa TapaTrOpMOHa
¥ KaJIbLIMOHWHA B Pa3HBIX IPYIIIax AeTeil ObLIO BhISIBIIE-
HO 3HAYUTETbHOE OTKJIOHEHWE IIUPKATHOM TTEPUOTTIHO-
CTU (DYHKIMM MapalluTOBUIHOM M IIUTOBUIHOM Kee3.
Tak, eciv B rpyTiIie TpakKTUYECKU 30POBBIX IeTei Orpe-
JIeNIsTach SIPKO BBIPasKeHHasT MOJISIpHAsT pa3HUIA MEXIY
KOHIIEHTpallMeil mapaTropMoHa U KaJIbLIMTOHWHA, TO B
pa3HBIX TpyMmax JeTeil ¢ MoOYeKaMeHHOM 0O0JIe3HbIO Ta-
KWe COOTHOIIEHUsST ObITM HapyiieHbl. [Ipu OBYCTOpPOH-
HeM, peLMIUBUPYIOIIEM W KOPAUIOBUIHOM HeMpoImn-
THa3e OTMEYaJoCh MOYTH TTOJTHOE OTCYTCTBUE PA3HMIIBI
MeXIy THEBHOW M HOYHOM KOHIIEHTpallMeil TmapaTrop-
MOHAa C TIOBBIIIEHUEM TaKOBOW B T€YeHHE BCEX CYTOK.
ComocTtaBiieHre MOP(HOJTOTUIECKHUX PE3YIBTATOB U O1O-
XUMUYECKMX HAXOMOK B TPYIINE IeTell ¢ ABYCTOPOHHUM
He(hpOIUTHA30M TMO3BOJISIET MOJIaraTh, YTO UMEET MECTO
He abCOJTIOTHOE MOBBIIIEHNE aKTUBHOCTHU TTapalliuTOBU/I -
HBIX XeJse3, a 00yc/oBeHHas! TUC(PYHKIIUEH TToYeUHOM
TKaHU 3aepXKKa IMmapaTropMoHa B IUPKYJISIIUK Ha OoJiee
JUTUTEJTbHBIE CPOKU TI0 CPAaBHEHUIO C HOPMOIA.

VYV nmeteil ¢ yBeIWYEHHBIM COAEpXaHMEM Tapar-
TOpMOHa B KPOBHM OTMEYaJoCh 3HAUMTEIbHOE MOCTO-
STHHOE TIOBBIIIEHWE AKTUBHOCTU KCAHTUHOKCUIA3BI
(cMm. Tabu. 1). Takoe siBjIeHUE MOXKET 00YCITOBUTH BKITIO-
YeHUe 3alIUTHBIX MEXaHW3MOB JUISI CHUXKEHUSI MOOM-
JIN3allUU KaJbIUs U3 KJIETOYHBIX JIeTI0 (B OCHOBHOM —
W3 KOCTel U MUTOXOHAPUIA) M TOBBIIIEHUS CEKPEIIUU
KaJIbIIUTOHWHA B IIUTOBUAHOM Xeye3e. Bo 2-it rpymire

Tabauya 3. Cyrounbiii puT™M (PMOPUHOIMTHYECKOH AKTHBHOCTH MOYH MALMEHTOB C MOYEKAMEHHOIT 001e3HbIO (B CM?)
Table 3. The daily rhythm of fibrinolytic activity of urine in patients with urolithiasis (cm?)

Bpems cyTok
Ipymna

JieHb HOYb T0JIHBIE CYTKH
Ipymnma cpaBHeHust (n=10) 0,82+0,06 0,95+0,1 0,9£0,085
JIBycTOopoHHUE KaMHHM MoveK (n=10) 0,27+0,03* 0,24+0,03* 0,25+0,02*
OnxHOCTOPpOHHME KaMHU TToUeK (n=18) 1,13£0,1 0,15+0,02* 0,5+0,04*
Kamuu moueTouHUKOB (1=9) 0,63£0,07 0,7710,07 0,710,07
Kamuau MmoueBoro my3sips (n=11) 0,75%0,1 0,8+0,15 0,75%0,15

IIpumeuanue. 3necw u B 1ad1.4: *p<0,05 10 OTHOIIECHUIO K IPYIITIe CPABHEHUSI.

Tabauya 4. CpaBHATEIbHASI XaPAKTEPUCTHUKA CYTOYHOrO puT™Ma KoHIeHTpamun naparropmona (ITTT, nr/mi) 1 KaJabIUTOHHHA
(KT, nr/mu1) B KpoBH y JieTeii ¢ MOYeKaMeHHOii 00J1e3HbI0

Table 4. Comparative characteristics of the daily rhythm of the concentration of parathyroid hormone (PTH, pg/ml) and calcitonin
(CT, pg/ml) in the blood in children with urolithiasis

IInk COAEPKaAHUSA TOPMOHOB

Ipynna 601bHBIX Lo il
OTI/KT IITT/KT T KT
JIBycTOpOHHME KaMHU TTo4eK (n=10) 0,85+0,03*/4,4%0,5 0,42+0,05/4,7+0,4 JHem Her
OaHOCTOpOHHUE KaMHU TToYek (n=18) 0,25+0,01*/9,0%0,5 0,23+0,02*/5,9%0,5 —"— JHem
KamHu B MoueTouHMKaX (n=9) 0,63+0,04*/3,740,3 0,27+0,02*/5,0%0,4 —"— Hounlo

0,56+0,3%/3,2+0,25
0,4£0,03/0,3£0,03

Kamnau moueBoro my3bips (n=11) 0,04+0,01/4,2+0,3 —"— —"—

Ipynma cpaBHeHMs (n=10) 0,1+0,01/1,1£0,09 —"— —"—
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JeTeil ¢ ONHOCTOPOHHUM He(POJIUTUA30M TaKXKe OT-
MeYaJoCh HapylUIeHWE LUPKAJHOTO PUTMa KOHLIEH-
Tpaluu napaTropmoHa B KpoBu. OHAKO ero KOHIEH-
Tpalusi He MpeBbllaja HOpMY IHeM. B aToit rpymnme
0O0JIbHBIX OOHapyXeHO HauboJjiee pe3Koe MOBbILIEHUE
AKTUBHOCTU KaJbIIMTOHUHA IO CPAaBHEHUIO C APYTUMU
rpynriamMu B AHEBHbIE M HOUHBbIE Yachl. Cpeau MpuInH
TaKMX HapyUIeHWH MOXHO TMpPEAIoJiaraTb Halnyue
TUCHYHKIUU IUTOBUIHON KeJe3bl, OMHUM U3 TOPMO-
HOB KOTOPOU ABJISIETCS KAJIbLIUTOHVH.

B 3-ii rpyninie neteit ¢ KaMHSIMU MOYETOUHUKOB OTME-
4YaJi0Ch HE3HAUYUTEIBHOE HAPYILIEHNUE [IMPKATHOTO PUTMA
CEKpEeLMH MTapaTrTOPMOHA U KaJbLIMTOHWHA, UMEJIA MECTO
pa3HUIIa MEXIY THEBHBIM Y HOYHBIM YPOBHSIMU TOPMO-
HoB. He Ob110 pe3koro noBbIIEHUS TOKA3aTes sl KaJIbLIU-
TOHMHA MO CPaBHEHMUIO ¢ |-l rpynmnoii aeteii, 0OIHAKO OT-
Meyvasiach 0oJiee BbICOKAsi KOHIIEHTpAIUsI TapaTTOpMOHA
B JIHEBHBIE YAChl, YeM HOUbIO. BO3MOXHO, B 9TO TpyIe
JleTeil UMeNoCh JIMIIb YaCTUYHOE HapyllleHue MeTado-
JI3Ma TapaTroOpMOHa B MOYKAX, YTO MOXET CBUETEb-
CTBOBaTb O OOJIbILIEN COXPAaHHOCTU MOP(MOIOrnYecKom
CTPYKTYpPBI TIOYEYHOW TKaHU, a MOIMaJaHue KOHKPEMEH-
TOB B MOYETOYHUKM YKa3bIBA€T Ha OTCYTCTBUE TPEIIST-
CTBUI K OTTOKY MOuM M3 Mouku. B 4-ii rpynme nereit
C KAMHSIMU MOYEBOTO MY3bIpsl HA0IIOAT0Ch COXPAHEHUE
TIOJIIPHOTO PUTMAa CEKPELMU IapaTrOpMOHA, XOTS €ro
YPOBEHb ObLI 3HAUUTEJBHO BbIIIE, YEM B HOPME B JTHEB-
HBIE€ Yachl, TaK Xe€, KaK U YPOBEHb KaJbLIMTOHWUHA THEM
1 Houblo. OIHNM 13 BO3MOXHBIX (DaKTOPOB prcKa oOpa-
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BoiBOAbI

1. B matoreHe3ze Mo4YeKaMEHHOI OOJE3HU y NIeTeil cy-
IIECTBEHHOE 3HAUYeHWe WMEIOT HapylleHWs Hel-
POSHIOKPUHHOM PETYISIUUN TTOYEUHBIX (DYHKIIUIA
1O MOAJIEPKAHUIO KaJTbIIMEBOIO TOMEOCTa3a, a TakxKe
TUCTOJIOTUYECKAast HE3PEJIOCTh TKAHU TTOYEK.

2. 'V nmereii ¢ IByCTOPOHHUM KaMHeoOpa3oBaHUEM MMe-
eT MECTO CTOMKOe MOBBIIIEHNEe aKTUBHOCTHM Tapar-
TOPMOHA M KaJbIIMTOHWHA B KPOBU M HapylleHUE UX
LIUPKATHON TIEPUOINIHOCTH HAPSIAY C THUCTOJIOTHYe-
CKOI HE3peIOCThIO TKAHU MOYEK.

3. JIBycTOopoHHMIT HEPpPOIUTHA3 XapaKTePU3yeTCsI MHO-
JKECTBEHHBIMU THU(MMY3HBIMU TIPU3HAKAMU  TH33M-
OGpuoreHe3a, KUCTO3HBIMU U3MEHEHUSIMUA KaHAJIbIIEB,
oyaramu ckiepo3sa, I y3Ho TMTIIepKIETOYHOCTHIO,
aKTUBALIMENl  IOKCTArJIOMEpYyJIsSpHOTO  KOMILJIEKca.
BbIpackeHHBIN ~ OU3IMOpHOTeHe3  TKAHU  MMOYEK
MpU IBYCTOPOHHEW MOUeKaMeHHOU 00JIe3HU, ITO-BU-
JTVMOMY, TIPETISITCTBYET CBOEBPEMEHHOMY MeTab0J 13-
My ¥ SJIMMUHALIMY TTapaTrOPMOHA, CITOCOOCTBYET 3a-
JIEPKKE ero B KPOBU.

4. HecomHeHHBIM (pakTOpOM prcKa HedpoauTHasa siB-
JiTeTCs aKTUBUPOBaHWE TApaTTOPMOHOM KCAHTWH-
OKCHUIa3bl (UISI KOTOpPOI XapaKTepHO oOpa3oBaHUe
CYMEePOKCUIHOTO KUCIOpOoaa, MeMOpaHOIeCTaOuI-
3a1Ms] U U30BITOYHBIN CUHTE3 MOYEBOI KHUCIIOTHI).

S. IOpwesa D.A., /laun B.B., Kyoun M.B., Hosukosa H.H., Bo3-
deuscenckas E.C., Xapabadse M. H., Knsazesa /I.JI. OOMeHHbBIE
HedponaTuu y JeTei: MPUYMHBI Pa3BUTHUS, KIMHUKO-Ja-
OopatopHble TposiBiieHus1. Poc BecT mepuHaTos v reauarp
2016; 61(2): 28—34. |Yuryeva E.A., Dlin V.V., Kudin M.V.,
Novikova N.N., Vozdvizhenskaya E.S., Kharabadze M.N.,
Knyazeva D.L. Metabolic nephropathies in children: causes,
clinical and laboratory manifestations. Ros vestn perinatal i
pediatr 2016; 61(2): 28—34. (in Russ)]

6. 3Bunosvesa B.H., Hexcuua U.H., Cnacos A.A. TomeocTas mar-
HMSI: MEXaHU3Mbl M HacJIe/ICTBEHHbIe HapylieHus. buomen
xumust 2007; 53(6): 683—704. [Zinovieva V.N., lezhitsa I.N.,
Spasov A.A. Homeostasis of magnesium: mechanisms and
hereditary disorders. Biomed khimiya 2007; 53(6): 683—704.
(in Russ)]

7. Aposoii C. O cBSI3M pelIMANBUPYIOIIETO HepoIUTha3a  1Mo-
paxeHust KocTHOU cuctembl. Bpau 2009; 10: 22—24. [Yaro-
voy S. About the relationship of recurrent nephrolithiasis and
lesion of the bone system. Vrach 2009; 10: 22—24. (in Russ)|

8. Bobulescu 1.A., Dubree M., Zhang J. Effect of renal lipid ac-
cumulation on proximal tubule Na+/H+ exchange and am-
monium secretion. Am J Physiol Renal Physiol 2008; 294:
1315—1322. DOI:1010.1152/ajprenal.00550.2007.

9. Bobulescu I.A., Dubree M., Zhang J. Reduction of renal triglycer-
ide accumulation: effects on proximal tubule Na+/H+ exchange
and urinary acidification. Am J Physiol Renal Physiol 2009; 297:
1419—1426. DOI: 10.1152/ajprenal.00177.2009.

10. Weinberg J.M. Lipotoxicity. Kidney Int 2006; 70: 1560—1566.
DOI: 10.1038/sj.ki.5001834.

POCCUVICKWI BECTHUK MEPUHATOJIOMW U MEANATPUM, 2018; 63:(2)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2018; 63:(2)



11.

12.

13.

14.

15.

16.

18.

19.

[Opvesa 3.A. u coasm. PenanbHbie U SKCTpapeHaTbHBIE (DaKTOPBI PUCKa MOUYEKAMEHHOI 00JIe3HY y eTeit

Kanunuenxo C.IO., Tiosukoe U.A. MeTaboIMUeCKUii CUHAPOM
U yposIuTHa3 (JIUTepatypHbiit 0030p). MenuumnHckuii andaBur.
Bonbuuma 2011: 3: 33—40. [Kalinchenko S.Yu., Tyuzikov L.A.
Metabolic syndrome and urolithiasis (literary review). Meditsin-
skij alfavit. Bol’nitsa 2011: 3: 33—40. (in Russ)]

Holick M.F. Vitamin D. Photobiology metabolic. Am Society
for bone and mineral research. Philadelphia, 1996; 74—81.
Nicolson G.C., D'Santos C.S., Evans T., Mosely J.M. et al.
Calcitonin solubilization of functional receptors. Biochem J
1988; 253—-254.

Bikle D.D. Regulation of bone mineral homeostasis. In: Prim-
er on metabolic bone diseases and disorders of mineral me-
tabolism. N-Y: Raven Press, 1993; 76—80.

Tiegs R.D., Body J.J., Wahner H.W. Calcitonin secretion
in postmenopausal osteoporosis. N Engl J Med 1985; 312:
1097-2000.

Tanuesa C., Heros K. XuMU4ecKMil COCTaB KOHKPEMEHTOB
MpU XPOHUYECKOM KaJibKysie3HOM muesoHedpure. Hedpo-
sorust 2009; 13(1): 95—-98. [Tancheva S., Nenov K. Chemical
composition of concrements in chronic calculous pyelone-
phritis. Nefrologiya 2009; 13(1): 95—98. (in Russ)]

. Boakos M.M., Kaiokos U.T., Cmupnosg A.B. @ochopHo-Kab-

MeBbI 00MeH u ero peryasuusi. Hedpomorus 2010; 14(1):
91-96. [Volkov M.M., Kayukov 1.G., Smirnov A.V. Phos-
phorus-calcium metabolism and its regulation. Nefrologiya
2010; 14(1): 91-96. (in Russ)]

Ekeruo W.0., Tan Y.H., Young M.D. Metabolic risk fac-
tors and the impact of medical therapy on the management
of nephrolithiasis in obese patients. J Urol 2004; 172: 159—
163. DOI: 10.1097/01.ju.0000128574.50588.97

Li W.M., Chou Y.H., Li C.C. Association of body mass index
and urine pH in patients with urolithiasis. Urol Res 2009; 37:
193—196. DOI: 10.1007/s00240-009-0194-4.

IMoctymuma 08.12.17

Koughauxm unmepecos:

Asmopbl danHoll cmambu h0OMeepoUsU OMCymcmeue KoH-
(aukma unmepecos, PUHAHCOBOLL UAU KAKOL-AUO0 UHOLL
noodepickL, 0 KOMopbIX He0OX00UMO COOOUUMD.

20.

21.

22.

23.

24.

Taylor E.N., Curhan G.C. Body size and 24-hour urine compo-
sition. Am J Kidney Dis 2006; 48: 905—915. DOI: 10.1053/j.
ajkd.2006.09.004.

Sarica K., Eryildirim B., Yencilek F., Kuyumcuoglu U. Role
of overweight status on stoneforming risk factors in children:
a prospective study. Urology 2009; 73: 1003—1007. DOI:
10.1016/j.urology.2008.11.038.

FOpvesa D.A., Cyxopykos B.C., ILlapeecopodues A.Jl., Bozdeu-
acenckas E.C., Xapabaoze M.H., Hosuxosa H.H., Koseano-
yyk M.B. I3MeHeHue OeIKOBBIX MOJIEKYJ MPY 3HIOTeHHOM
MHTOKCHUKALIMK OpraHu3Ma Kak (hakTop prucKa XpOHUYECKHUX
0oOMeHHBIX OoJie3Heit. Mojiek MmeaunvHa 2013; 3: 45-52.
[Yuryeva E.A., Sukhorukov V.S., Tsaregorodtsev A.D., Voz-
dvizhenskaya E.S., Kharabadze M.N., Novikova N.N.,
Kovalchuk M.V. Modification of protein molecules under
endogenous intoxication as a risk factor of chronic metabolic
diseases. Molek Meditsina 2013; 3: 45—52. (in Russ)]

Pak C.Y., Sakhaee K., Moe O. Biochemical profile of stone-
forming patients with diabetes mellitus. Urology 2003; 61:
523-527.

fOpvesa D.A., Jlaun B.B. [InarHOCTUYECKUI CTPaBOYHUK
Hedposiora. KimHuueckass v j1aboparopHasi [MarHOCTHUKa.
M: «OBepaeit» 2007; 355. [Yuryeva E.A., Dlin V.V. Diagnos-
tic reference book of the nephrologist. Clinical and laboratory
diagnostics. Moscow: «Overlej» 2007; 355. (in Russ)]

25. Jloopvinuna M.B., Knemboeckuii A.U., Jlnun B.B., [lvikoe M. H.

W3MeHeHUsT MOYeyHOro KPOBOTOKA Y NEeTeil C pa3nvHbI-
MM MOPGHOJOTUYECKUMHU BapUaHTaMU TJIOMepyJoHedpura.
Hedponorus u quanmus 2005; 7(1): 37—41. [Dobrynina M.V.,
Klembovsky A.I., Dlin V.V., Pykov M.I. Changes in renal
blood flow in children with different morphological variants
of glomerulonephritis. Nefrologiya i dializ 2005; 7(1): 37—41.
(in Russ)]

Received on 2017.12.08

Conflict of interest:

The authors of this article confirmed the absence conflict
of interests, financial or any other support

which should be reported.

POCCUVICKVI BECTHUK MEPUHATOJIOMV U MEANATPUM, 2018; 63:(2)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2018; 63:(2)

47




OPUINHAJIbHBIE CTATbU

DHaoTeuaIbHas TUCGhYHKIMS M 3JIEMEHTHBIH CTATYC MPH XPOHUYECKOI 00J1€3HH N0YeK
y aerei

T.11. Maxaposa, FO.C. Meavruxosa
®re0Y BO «KasaHckuii rocyaapCTBEHHbI MEAMLIMHCKUIA YyHUBepcuTeT» Munagpasa P®, KasaHb, Poccus
Endothelial dysfunction and elemental status in children with chronic kidney disease

T.P. Makarova, Yu. S. Melnikova

Kazan State Medical University, Ministry of Health of Russia, Kazan, Russia

Ienn: olleHKa MapKepOB YHIOTEHANbHOI AUCHYHKIMN (FHIOTEINH- 1 ¥ OKCHI 230Ta) M 3JIEMEHTHOTO CTaTyca (IMHK, JKeJie30, Mar-
HMIA) y IeTeii Ha Pa3HbIX CTAAUSAX XPOHHYECKO# 0oJie3nn noyek. Oociaenosansl 104 nanmenTa B Bo3pacte ot 2 10 17 Jjer ¢ pa3imy-
HBIMH CTaMSIMU XPOHMYECKOIi 00s1e3HM moyek: 63 pedenka c I cranueii 6ose3nn, 26 — c 111 ctaaueii u 15 — ¢ V craaueii 601e3nu.
Pe3ynbraTsl: y NaneHTOB ¢ XPOHUYECKO# 00.J1e3HBIO MOYEK BhISIBJIEHO MOBBILIEHHE YPOBHS JHIOTEIHHA- 1 B KPOBH € OTHOBPEMEHHBIM
CHIDKEHHEM MPOAYKIMK OKCHIA 230TAa 10 Mepe NnporpeccupoBanus 3adoesanus ot I 1o V ctaguu. YBennyenue B 2,5 pasa comepxa-
HHS SHIOTeJIMHA- 1, YCTAHOBJIEHHOE Y 0OJIbHBIX ¢ V cTaaueil XpOHMIEeCKOi 00J1e3HH 0YEK, CONPOBOKIANOCHh CHIZKEHHEM B 5,5 pa3a
OTHOIIEHHSI OKCHJL 230Ta/9HA0TeMH-1. Y G0JIbHBIX AeTeil BbIsBJIEHbI HAPYIIEHHUS 31EMEHTHOTO CTATyCa, MPOSBJISIOMIEcs CHIKe-
HHEM COJepKaHUs B CHIBOPOTKE KPOBM IIUHKA, JKeJjie3a, Maruus yxe Ha I craauu, ¢ MakcumaibHoi peaausanueii npu I11 ctagun
0oae3nn. Y 68,3% manmeHToB ¢ XpOHMYECKOii 00JI€3HBI0 MOYEK HAOMIOAATACH apTepUaIbHAS THHepTeH3usa. Onpenesensl NpsMbie
KOppeJIsilMM MeXKIy COAepXKaHueM CbIBOPOTOYHOIO JKejie3a M MArHUA B KPOBH C YPOBHEM apTepHAJIbHOTO JaBJEHHS Yy NALUEHTOB
npu I ctaguu xponnyeckoii 00s1e3uu movek. Ilpu III u V cragun 6osie3Hn ycTaHoB/IeHA MPsAMAas KOPpPeJisius NOKa3aTeisi ChIBOPO-
TOYHOrO MATHHS C YPOBHEM apPTePHATBHOIO AaBJIeHHs U KOHLEHTPalueil OKcHaa a30Ta. BoiBoapl: y nereii ¢ XpoHHYECKOii §0J1€3HbI0
MoYeK HA0II0IaeTCs SHAOTETNATIbHAS TUC(YHKINMS ¥ HAPYIIEHHs JIEMEHTHOTO CTaTyca HauuHas ¢ I craanu pa3BuTus 3a601eBanus,
9TO MOKET PACCMATPUBATHCA KK (DAKTOPBI, ONpeeisionye NPOrpecCHpoBaHme NAaTOJIOTHIECKOro MPoIecca B NoYKax.

Karoueevie caosa: demu, xporuueckas 601e3Hb NoveK, 3HOOMeAUANbHAs OUCPYHKULUSL, apmepuansHoe 0aeneHue, YUHK, JHcene30, MaeHUl.

Ansa untupoBanus: Makaposa T.[1., MenbHukoBa tO.C. SHaoTenvanbHas ancoyHKLUNS U 3@ MEHTHBbIV CTaTyc rnpu XPOHM4Yeckori 60/1e3HM o4exk
y aereii. Poc BectH nepuHaton v neamnatp 2018; 63:(2): 48-52. DOI: 10.21508/1027-4065-2018-63-2-48-52

Objective: evaluation of markers of endothelial dysfunction (endothelin-1 and nitric oxide) and elemental status (zinc, iron, mag-
nesium) in children and adolescents at different stages of chronic kidney disease (CKD). The study includes 104 patients aged 2
to 17 years with different stages of CKD: 63 patients with I stage of CKD, and 26 patients with CKD stage III and 15 patients
with CKD V stage. Results: in patients with CKD, endothelin-1 increased with simultaneous decrease in production of nitric ox-
ide in the progression of CKD from I to V stage. The increase of the content of endothelin-1 by 2.5 times determined in patients
with stage V CKD, which was accompanied by a decline of the ratio of the concentrations of NO/ET-1 by 5.5 times. In patients
with CKD, elemental status impairments were detected, manifested by a decrease in the content of zinc, iron, and magnesium
in the serum of blood at the first stage, with the maximum implementation in stage III CKD. Hypertension was detected in 68.3%
of patients with CKD. Direct correlations were found between the content of serum iron and magnesium with the level of arterial
pressure in patients with stage I CKD. In III and V stage CKD, a direct correlation of serum magnesium with blood pressure level
and nitric oxide concentration was established. Conclusion: children with CKD have endothelial dysfunction and elemental status
disorders, beginning with the first stage of CKD development, which can be considered as factors determining the progression
of the pathological process in the kidneys.

Key words: children, chronic kidney disease, endothelial dysfunction, blood pressure, zinc, iron, magnesium.

For citation: Makarova T.P., Melnikova Yu.S. Endothelial dysfunction and elemental status in children with chronic kidney disease . Ros Vestn
Perinatol i Pediatr 2018; 63:(2): 48-52 (in Russ). DOI: 10.21508/1027-4065-2018-63-2-48-52

HaTonomn OpPraHOB MOYEBOI CHUCTEMbI 3aHMMAaeT
OIHO M3 BEIyLIUX MECT B CTPYKType 3abosieBae-
MOCTM JeTeil. XpoHuyeckasi OOJie3Hb TOYeK y JeTei
cocrapnsieT 1/3 yactbh cpenu HedpPOJOrMYECKOil maTo-
JIOTUU, TP BTOM YPOBEHB 3a00JIEBACMOCTHU €XKETOITHO
yBeanuuBaetcs [1]. KoHuenus xpoHuueckoit 60e3Hn

© Makaposa T.I., MenbHukosa tO.C., 2018
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Kadenpbl TOCMUTATBHOMN MeANaTPUK ¢ KYPCOM MOJUKINHUYECKOW TTeInaTpun
KazaHcKoro rocy1apcTBEHHOTO MEAUIIMHCKOTO YHUBEPCUTETA,

ORCID 0000-0002-5722-8490

MenbHukoBa HOnust CepreeBHa — acc. Kadempbl TOCIUTAIBHON MeauaTpuun
¢ KypcoM nosukmHrdeckoit neauatpun KI'MY, ORCID 0000-0001-6633-6381
420012 Kazaus, yi1. Byrieposa, 1. 49

MoyYyeK, oTpaxarouiasi XapakTep U CKOPOCTb MPOTpeccu-
pOBaHUS MATOJIOTMW O TEPMMUHAJIBHOUN CTaIuu TOYed-
HOIl HEIOCTaTOYHOCTU, OIpeaessieT HeoOXOAUMOCTb
MOUCKa MapKepoB TOBPEXACHUI TIOYEeYHOW TKaHU
KaK MPOTHOCTUYECKM 3HAYMMBbIX (DaKTOPOB pa3BUTUSI
HedpocKepo3a, YTO UMEET 0CO00€ 3HAYEHUE B IETCKOM
BO3pacTe JIJIs ONTUMM3AIMK BeIeHWs TTallueHTOB [2].

B pazBuTHM 1OYeYHOI TTATOJOTUM U OCOOEHHO B BO3-
HUKHOBEHUN OCJIOXHEHUIN TMpPU XPOHUYECKOW O0Jie3HU
MOYEeK OJHY M3 TIaBHBIX pOJiell Ha CETOAHSIIIHUN JTeHb
OTBOISAT HapylleHWIo (YHKIIMUA SHAOTEIUs. DHAOTEIU-
ajibHasi TUCHYHKIUS SIBJISIETCSl CJIENCTBMEM aucOaiaHca
MEXIy MpOAyKIMel Ba30KOHCTPUKTOPHBIX, MPOTPOMOO-
TUYECKUX M TIPOJU(EpaTUBHBIX COSIUHEHUI, C OIHOM
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CTOPOHBI, U Ba30AWJIATHPYIOIINX, AHTMOMPOTEKTUBHBIX,
aHTUTIPOJN(EPATUBHBIX  CYOCTAaHIIMIA — C  JIPYTrOM.
ITpu aTOM sHOOTEIMANbHAS TUCHYHKIIUST SIBJISIETCS OJI-
HUM M3 BeIYIINUX 3BEHbEB B ITaTOTeHe3¢ 3a00IeBaHI TTO-
YeK UMMYHHOTO ¥ HEMMYHHOTO TeHe3a U He3aBUCHUMBIM
(akTOpOoM pHcKa MPOrpecCUpOBAHMS XPOHUIECKOM 6O0-
JIE3HU modex [3].

B Hacrosiiee BpeMsT ycTaHOBJIEHA BaxkHasl POJIb Ma-
KpPO- ¥ MMKPO3JIEMEHTOB B Pa3BUTUM SHIOTEIUATbHOM
nuchyHknuu. [To maHHBIM JIUTEpaTyphl, MarHU y4acT-
BYET B Pa3BUTUU SHAOTEIUATBHON AUCHYHKIIUM 3a CUET
CEJIEKTUBHOTO YMEHBIIEHUST BBICBOOOXIECHUST OKCHUIA
a30Ta KJIETKaMM HIOTENS] KOPOHAPHBIX COCYIOB, TO-
CJIEMHUN CITY>)KUT DHIOTEHHBIM Ba30AWIaTaTOPOM W WH-
TMONTOPOM arperauny W aare3ny TpoMoouuToB [4, 5].
Kpowme Toro, niautenbHbIN 1eUIIUT MarHysI B OOIBIINH-
CTBE CJIy4yaeB COIMPOBOXIAETCS MOBBIIIEHHBIM PUCKOM
Pa3BUTHS CEPACYHO-COCYIUCTON MATOJIOTHH U JIaXKe MO-
JKeT MIPUBECTH K rubeu nauureHTa [4—6].

LvHK BXOAUT B COCTaB BaxkHeiiliero hepMeHTa aH-
TUOKUCITUTEIBHOM CUCTEMBI — CYIEPOKCUIIUCMYTa3bI.
IMoHmkeHHass aKTUBHOCTb aHTHMOKUCIUTEIBHON CUCTE-
MBI BeleT K XPOHUYECKOMY OKCUAATUBHOMY CTpeccy
U UTPaeT BaXkKHYIO POJIb B TTATOTeHE3e apTepuaTbHOMN -
nepreHsuu [6—8].

XKenezo — meTays1 ¢ TIepeMEeHHOM BaJ€HTHOCTbIO —
JIETKO CITOCOOCTBYET 00pa30BaHUIO B OpraHU3Me aKTUB-
HBIX (POPM KHUCJIOPOJa, KOTOPbIe MOTYT BBI3bIBAThb IO-
BpexkIeHne sHIoTenus. et xene3a B OpraHu3Me
paccMmaTpuBaeTCs KaK OAWH M3 BeaylIuX (haKTOpOB pa3-
BUTHSI aHEMHWU TIPU TIOUEYHON HETOCTATOYHOCTH, KOTO-
past CONMpOBOXAAeTCS OKCHIATUBHBIM CTpeccoM. Jluc-
(DYHKLIMST SHOOTEIUS B CBOIO OYepeib CYXKUT MPUINHOM
CUHIpOMa HealeKBAaTHOW MPOIYKIIMU 3PUTPOITOSTUHA
Ha TUITOKCUIO, YCYTYOJIsIeT TeueHre aHEMUU U SIBJISIETCST
MPEANKTOPOM 00Jiee BBICOKOTO PUCKa Pa3BUTHS Cepaed-
HO-COCYIMCTHIX 3a00J1eBaHmii [9].

TakuM o6Gpa3oM, KOMILUIEKCHOE M3y4eHUe MapKepoB
SHIOTENUATBLHON TUCHYHKIIMA BMeECTEe C TOMEOCTa30M
LIMHKA, XeJie3a U MarHus Y IeTeil U TTOIPOCTKOB C pa3-
JINYHBIMKA CTaIUSIMUA XPOHUYECKOM OOJIE3HM TTOYEK TI0-
3BOJIUT OMPEAESIUTh UX KJIMHUYECKOe 3HAYeHUe B IMPO-
IPeCCUPOBAHNY MOYEUHON IMaTONOTHH.

Ieab ncciienoBanms: olieHKa MapKepoB SHAOTE NI b-
HO# nucyHKIMKU (IHAOTENMH-1, OKCHUI a30Ta) U 3Jje-
MEHTHOTO CcTaTyca y lieTeil Ha pa3HbIX CTAIUSIX XpOHUYE-
CKOIi 00JIe3HU TTOUEeK.

XapaktepucTtuka peteu U MeToAbl UCCNeAoBaHNUSA

ITpoBeneHo paHAOMU3UPOBAHHOE OJHOMOMEHTHOE
HccliefoBaHue, B KOTOpoe OBIIM BKIIIoUeHbI 104 mamm-
eHTa B Bo3pacTe OT 2 10 17 jieT ¢ pa3MUuYHbIMU CTaIUsI-
MU XpOHUUYECKOI 0oJie3HU rmouek. Bece maimeHTsl Obln
pasnesieHbl Ha TpW TPYIIbl B 3aBUCUMOCTH OT CTaauu
00JIe3HU B COOTBETCTBUU C KIIMHUYECKUMU peKOMeEH 1a-
UMM TI0 XPOHUYECKOW 0ose3HM mouyek HanmoHanib-
Horo nodyeyHoro ¢bonna CHIA (2002) u Poccuiickumu

HallMOHAJTbHBIMA PEKOMEHAALUSIMM TT0 XPOHMYECKOM
6ose3nn mouek (2012). B 1-to rpynmy Bonumm 63 ma-
meHTa ¢ | cragueit 6onesun (CK®* Boimre mim pas-
Ha 90 mur/mMuH/1,73M?), cpemHUI BO3PAcT MAITUECHTOB
11,26%3,8 roga, Bo 2-10 rpyniry — 26 MalMeHTOB ¢ XpO-
Huveckoit 6omnesnbio movek III cragum (CK®D ot 59
no 30 mia/mMuH/1, 73M?), cpemHUN BO3pacT MAIlEHTOB
12,7+3,79 rona, B 3-10 rpyniy — 15 mauneHTOB C Xpo-
HUYecKoi 60me3Hbio mouek V cragum (CK® menee 15
mi/mMuH/1, 73M?), cpeaHuit Bodpact 16,47%1,25 rona.
KonTponbHyto rpynmy coctaBuiu 38 yCIOBHO 310pO-
BBIX peOeHKa, COMMOCTaBMMBIX TTO TIOJIy U Bo3pacTy. Bce
MalueHTbl W/WJIW WX POIWTENN TOAMUCHIBAIA 100-
pOBOJTbHOE WH(MOPMUPOBAHHOE COTJIacMe Ha yJacTHe
B ucciaegoBanuu. Pabora BeIMoHEHa Ha 0a3e Hedpo-
nornyeckoro otnesieHust TAY3 «JleTckast pecnyoimkaH-
cKas KJIMHW4YecKas OonbHUIIa» MuH3gpasa Pecryonm-
ku Tarapcrad. [IpoBeneHue uccienoBaHUsS OMOOPEHO
JIOKAJTbHBIM 3TUYeCKUM KoMuTeToM KaszaHckoro rocy-
JMAPCTBEHHOTO MEAUIIMHCKOTO YHUBEPCHUTETA.

ConepxaHue BHIOTENMHA-1 B CHIBOPOTKE KpPOBH
OTpeNeIsiIN  METOIOM WMMYHO(hEPMEHTHOTO TBEPIO-
¢asHoro aHanuza ELISA, ucrnonb3yss Habopbl (GUpMbI
«Biomedica» (ABctpusi). O coiepXaHUM OKCUIa a30Ta
B CBIBOPOTKE KPOBM CYIUJIU IO YPOBHIO €r0 CTaOMIBHBIX
MeTabonutoB HUTputoB (NO,) 1 Hutpatos (NO,’), Ko-
Tophie ornpenensiau mo mertony B.A. Mertennsckoit u H.T.
TymanoBoii (2005). ConepxxaHue 1IMHKA, Xejie3a U Mar-
HUS B CBIBOPOTKE KPOBU BBISIBIISUIM METOJIOM aTOMHO-a0-
COpPOLIMOHHOM CIEKTPO(OTOMETPUU.

Marepuaibl McCaeTOBaHUST ObITU TTOABEPTHYTHI CTa-
TUCTUYECKON 00paboTKe C WCITONIb30BAaHMEM METONOB
MapaMeTpUIecKoro ¥ HermapaMeTpUIecKoro aHaim3a
B COOTBETCTBUM C pe3yJIbTaTaMM MPOBEPKHU CpaBHUBAE-
MBIX COBOKYITHOCTEI Ha HOPMAaJbHOCTH pacrpeese-
Hus. HaxoreHne, KOppeKTMPOBKA, CUCTEMaTU3aIus
WCXOAHOM MH(MOPMALUM W BU3YaTM3aLMs TTOTYUYEHHBIX
PE3YJIBTaTOB OCYIIECTBIISITICH B BJICKTPOHHBIX TaOIHIIaX
Microsoft Office Excel 2016. Cratuctuyeckuii aHaimn3
TIIPOBOIUJICS C MCIOIb30BaHUeM IiporpaMmbl IBM SPSS
Statistics 23.

Pe3ynbTathl u 06cyxaeHue

PesynbraTel NpoBEAEHHOIO MCCAENOBaHUST MOKa3aIl
JIOCTOBEPHOE TTOBBIIIEHNE KOHIIEHTPALIMY SHI0TEeIMHA- |
BO BCEX MCCJIENyeMbIX TPYIax Mo CPaBHEHUIO ¢ KOH-
TpoabHoii rpyrnmoit (p<0,001). ITpomykius okcuaa a3orta
okazajiach HanboJblei y 60ombHbIX ¢ | cTagueii XxpoHU-
YecKoil 00JIe3HU MOYEK U JOCTOBEPHO MpEeBbIlIAIa 3HA-
yeHUsI KOHTpoJbHOM rpymiibl (p<0,001).

W3zydeHue comepkaHusi MApKepOB DHIOTEIUATBHOM
IUC(YHKIMN B CBIBOPOTKE KPOBU B 3aBUCUMOCTH OT CTa-
MU XPOHWYECKOW OO0JIE3HU MOYEK C TTOMOIIbI0 KpUTe-
pus Kpackena—Younuca BbIsIBUIO OOLIYI0 TEHACHIIUIO
JUIS BCEX M3y4aeMbIX MoKa3zaTeseil: mporpeccupoBaHue

CKopocTb KITyOOUKOBOI (hribTpauu.
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OPUINHAJIbHBIE CTATbU

CTaIuM XPOHUYECKOW OOJIe3HW ITOYEK COMPOBOXAA-
JIOCh CTAaTUCTUYECKW 3HAYMMBIM TTOBBIIIEHUEM YpPOB-
HS SHAOTEIMHA-1 M CHUXXEHHWEM COAepKaHUs OKCHUIa
azota B cbiBOpoTKe KpoBu (p<0,001 BO Bcex ciyyasix).
ComocTaBjieHWe OTHOIIEHUsI OKCHUI a30Ta/3HI0Te-
JH-1 y OOJBHBIX U B KOHTPOJBHOW TpyrIe mokKasa-
JIO OTCYTCTBME W3MEHEHUUN HBTOTO TapameTpa y AeTeu
¢ | cragumeit xpoHuueckoii O6ose3Hu mouek. [lo mepe
MpOrpeccCupoBaHus  OOJIE3HW OTMEYaloCh CHUXKe-
HUE MeIWaHbl OTHOLIEHWS OKCHUJ a30Ta/dHIOTETNH- ]
¢ 55,63 yca1. e. mpu XpoHUYECKOI 6oJie3HM movek | cta-
nuu 10 13,56 yci1. e, Ipu XpOHWYECKOM O0JIE3HH MOUYeK
V cranuu (ta6a. 1).

TakuM 00pa3oM, BBHISIBJIEHHAs] TMOBBIIIEHHAs KOH-
LeHTpausl sHpoteauHa-1 Ha | ctagum XpoHMYECKOi
0GO0JIe3HN TTOYEeK MOXET CBUAECTENBCTBOBATH O Hapy-
IIEHUW Ba30MOTOPHON (DYHKIIMU DHAOTETUS YXKe
Ha paHHUX cTagusx 3aboseBaHus. Ilo Mepe mporpec-
CUpOBaHUS OOJIE3HU OTMEUYEHO HapacTaHUe YPOBHS DH-
JOTeIMHA-1 B CHIBOPOTKE KPOBM, YTO JEMOHCTPHUPYET
GOJIBIIIOE TTPOTHOCTUYECKOE 3HAUYeHWEe BAa30KOHCTPUK-
ouy Ha 3Tamnax dopMupoBaHUs Hedpockiaeposa [10].
MakcuMaJbHbBIN YPOBEHb OKCUA a30Ta Y JAeTeil, BhISIB-
JIEHHBIYI HaMU TIpH | cTagum XpOHUYECKOM 60JIe3HU MO~
YeK, CIOCOOCTBYET TOPMOXEHUIO HAPYIIEHUST (PYHKITUHN
SHIOTEIUS, 00YCIOBICHHOTO TUTIEPITPOAYKIINEH IHIO0-
TeJWHa- 1, 9TO B 3TUX YCIOBUSIX SBJISIETCS OJIarONpUsIT-
HBIM (pakTopoM. [To Mepe TIporpeccupoBaHMs XPOHUYE -
CKOI 0O0JIE3HU TIOUEK y JeTel TTPOmyKIIUs OKCUAa a30Ta
CYIIECTBEHHO YMEHbIIajach, YTO COMPOBOXAAIOCH
3HAYMMBIM CHUXXEHMEM OTHOIIEHUS OKCHUI a30Ta/dH-
IOTeNIVH-1, MpeobiamaHueM YPOBHSI Ba30IPECCOPHOTO

XPOHUYECKO¥ D0JIe3HH NOUEK

SHAOTeIMHa-1 W (GopMUpPOBAHUEM BSHIOTEIUATLHOMN
nuchynkuuu [10].

YyuTbIBast, YTO apTepHralibHas TUTIEPTEH3Us] — HEUM-
MYHHBIN (PaKTOp TPOrpecCUpOBaHMS TTOYEYHOI IaTo-
JIOTMIHM, BCEM TALIMEHTaM cTapllle MATUIETHETO BO3pacTa
C XPOHMYECKOI 0O0JIe3HBIO MOYEK OBIJIO MPOBEIECHO CY-
TOYHOE MOHUTOPUPOBAHME apTepUabHOTO JIaBJICHUSI,
10 pe3yabTaTaM KoToporo y 68,3% maiyeHTOB BEISIBIIEHA
apTepuajibHasi TUTIEPTEH3UsI, HECMOTPsI Ha TIPOBOAMMYIO
TUTIOTEH3UBHYIO Tepanuo (Tad. 2).

IMpoBeneHHBIN OAHOMAKTOPHBIN IUCTIEPCUOHHBIN
aHaJIM3 TTO3BOJIMJI YCTAHOBUTH CTATMCTUYECKU 3HAYM-
MbIe pa3Indus TMoKa3zaTellel apTepralbHOTO HaBJICHUS
B 3aBUCUMOCTH OT CTaJMU XPOHWYECKON OOJE3HU TO-
yek (p<0,05 Bo Bcex rpymmax). Bo Bcex ciaydasx cpen-
HUEe 3HaYeHWsT ToKasaTeJiell yBeJIMYUBAINUCH C TIPO-
rpeccupoBaHueM 3aboJsieBaHusl. HouHble TOKazaTenu
apTepuaJbHOrO JaBICHUS TakKKe WMETU OOIINyIo TeH-
NEeHINIO: OTMEYaINCh  CTATUCTMYECKM  3HAYMMBbIe
pasnTuuus TIpU CpaBHEHWM TTOKa3aTesieil TMallMeHTOB
¢ XpoHMUYECKOIi 0oJie3HbIo mouek V u | ctagum (st cu-
croauueckoro aprepuanbHoro nasieHus (CAJL)
p<0,001, nist TMACTOIMYECKOTO apTeprUaibHOTO JaBJje-
Hus (JA) — p<0,001), npu cpaBHEHUM MoOKazaTesei
MaleHTOB C XpOHWUYecKoil Ooje3Hbpio Tmouek V u 1II
cranuu (kak miust CAJL, tak u niusg JAl — p=0,01). Cy-
IIECTBEHHOE TOBBIIIEHNEe HOYHBIX MMOKa3aTeleill apTe-
pUATLHOTO JaBJICHUS OTMEUEHO TIPU TPOrpeccrupoBa-
HUU CTaIUU XPOHUUECKOI OOJIE3HU MOYEK.

ITpu n3ydyeHUU 3JTEMEHTHOTO CTaTyca y TMallMeHTOB
BBISIBJICHO CTaTUCTUYECKU 3HAUMMOE CHUXXEHUE ChIBO-
POTOYHOTO YPOBHS IIMHKA, KeJie3a U MarHUS 10 CpaB-

Tabauya 1. CpaBHeHHe COEPKAHUSA B CHIBOPOTKE KPOBH SHAOTEIMHA-1 ¥ OKCH/IA a30Ta Yy NANMEHTOB ¢ PA3JTMYHBIMM CTAAUSIMHA

Table 1. Comparison of blood serum endothelin-1 and nitric oxide in patients with different stages of chronic kidney disease

Craaust XpOHHYECKO# 00/I€3HH MOYEK

IToka3arenn I III \4
Me 0,-0, Me 0,0, Me 0,-0,
OHpoTtenuH- 1, dmosb/mu 0,8 0,2—1,1 1,05 1,0—1,5 2,0 1,6—3,0
OKkcun a30Ta, MKMOJIb/JT 47,99 39,64—66,77 34,42 25,04—60,51 26,08 18,78—29,21
Okcup azota / SHIOTEIUH- 1, yCII. efl. 55,63 32,91-344,3 39,29 25,04—52,86 13,56 6,96—18,08

Tpumeuanue. * — Paznuuus nokazateseii craTuctuiecku 3HaunMbI (p<0,001).

Ta6/1uua 2. Pe3yJ'l])TaTl)l CpaBHECHMA nokasareJei APTEPUATIBHOIO TABJICHUA B 3ABUCUMOCTH OT CTAIUU xponmecxoﬂ 00J1e3HU MOYEK

Table 2. The results of the comparison of indicators of blood pressure depending on the stage of of chronic kidney disease

Craius XpOHMYEeCKOii 00J1e3HI MoYeK

ITokasarenn ; i .
CAl, neHb 126,86+14,49 131,75+16,44 141,7£10,12
HAJ, nenb 74,018,95 76,5£9,18 82,3+13,14
CA/l, HOYD 112,84+12,55 117,13+14,27 130,5+11,82
JA, HOYb 60,68+6,81 64,88+9,34 74,9+13,25

Tlpumeuanue. * — Paznuuus nokasatesieil craTucTuyecku 3Hauumsl (p<0,05).
CAJl — cucronuyeckoe aptepuaiibHoe aaBieHue; JJAJl — nuactoamyeckoe apTepraibHOe daBJIeHUeE.
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Tabauya 3. Conep:kanue 3J1eMEHTOB B ChIBOPOTKE KPOBH (B MKT/MJI) y AIMEHTOB C PA3JTHYHBIMM CTAAUSAMHA XPOHHIECKOI 00J1e3HI

noyek (XBII) no cpaBHeHNI0 ¢ KOHTPOJIbHOI rPYNIoi

Table 3. Content of elements in blood serum (ug/ml) in patients with different stages of chronic kidney disease compared to control group

Craausi XpOHHYECKOii 00J1€3HH M0YeK

Konrpoan
DnemenT (1=38) I 0L v
(n=63) (n=26) (n=15)
unk 1,09+0,14 0,76%0,14 0,741+0,21 0,77£0,09
Kenezo 2,142+0,194 1,160,07 0,94+0,11 1,26%0,15
Marnuii 2,11£0,25 1,85+0,31 1,78+0,11 1,87+0,1

IIpumeuanue. p<0,001.

HEHUI0 ¢ KOHTpojbHO# Tpymmoit (p<0,001). ITo pe-
3yJbTaTaM TPOBEIEHHOTO IUCTIEPCUMOHHOTO aHalIn3a
colep>XaHue MUKPO- U MaKpO3JIEMEHTOB B CHIBOPOTKE
KPOBU HE MMEJO CYIIECTBEHHBIX pa3IMuYMil B 3aBUCH-
MOCTH OT CTaIl¥M XpOHUYECKO# 6osie3Hu nmouex (p>0,05
BO Bcex ciiyyasx). OnqHakKo He0oOXOAUMO OTMETUTh 00-
Y0 TEHACHIWI0O K CHWXXEHUIO COAep>KaHUs IIMHKA,
Xeje3a M MarHusl B CHIBOPOTKE KPOBU Yy IAIlMEHTOB
¢ III cragmeit xpoHUYeCcKO# 0OE3HU MOYEK W TeHACH-
LU0 K YBEJTMUEHUIO TTIoKa3aTesei Tpu XpOHUYEeCKO# 60-
Jie3Hu noyek V craauu (tadm. 3).

Hamu mpoBeneH KOppelsIMOHHBINA aHalIu3 B3au-
MOCBSI3M MMOKa3aTtejeil SHA0TeIUaaIbHON NUCHYHKIIUHN,
cofepXaHUsI 3JIEMEHTOB B CHIBOPOTKE KPOBU U TO-
KaszaTejiel apTepuasbHOrO JaBJeHUs Yy TalleHTOB
C XpoHUYeCcKOol OoJie3Hblo nmoyvek. st manueHToB ¢ |
ctagueit OOJIe3HW CleAyeT OTMETUThb CTaTUCTUYECKU
3HaAuYMMBbIe oOpaTHBIe Koppeassuun Tokasateneit CAJl
n Al ¢ comepxaHueMm Xeje3a B ChIBOPOTKE KPOBU
(p=0,032 1 p=0,029 COOTBETCTBEHHO) U C COJIEPKAHU-
eM ceiBopoTtouHoro Maruus (p=0,043 u p=0,047 coot-
BETCTBEHHO). Takxke Hamu Oblla MPOBEAEHA OlIEHKA
MPOTHOCTUYECKOM 3HAUYMMOCTH COAEPXKAHUS Keje-
3a U MarHusl B CBIBOPOTKE KPOBU C IIEJbI0 OTpeseie-
HUSI BEPOSITHOCTU TTOBBIMIEHUST JHEBHBIX TTOKa3aTe e
CAJl Boimie 130 MM pt.cT. ¢ momotibio metoga ROC-
KpUBBIX. KpUTHYECKNM YPOBHEM CHIBOPOTOYHOTO XKe-
Jie3a siBysiicsl mokasartesb 1,013 MKr/mir, a Maraus —
1,835 mr/mn. Ilpu cHUXXeHUU coaepXKaHUsl yKa3aHHBIX
SJIEMEHTOB HUXXE KPUTHUYECKOTO YPOBHS MTPOTHO3UPO-
Banoch yBennueHue CAJl Bwimme 130 mm pr.cT. Cpeau
nanuenToB ¢ III u V cragmeii xpoHndeckoii 0oJie3HN
MOYeK TakXe OblIa YCTAaHOBJIEHA CTAaTMCTUYECKHW 3Ha-
yuMasi obpaTHasi KOppesiyds MarHus B CBIBOPOTKE
KpPOBM C TIOKa3aTeJIsIMU apTepUaJbHOTO IaBJICHMUS:
nHeBHoro CAJl u Hounoro CAJl (p<0,001) n HouHOTO
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A (p=0,033) u npsMasi KOppeJasiiiusi COaepXKaHUsI
MarHusi B CHIBOPOTKE KPOBU C YPOBHEM CHIBOPOTOY-
Horo okcmma azora (rs=0,497; p=0,046 u rs=0,673;
p=0,013 cOOTBETCTBEHHO).

3aknovyeHue

TakuM o0Opa3om, TIpOBeAeHHBLIE WCCIIEIOBAHUS I10-
Kasaju, 4TO y JIeTell ¢ XpOHUYECKOIl OOJIe3HBIO TOYEK
HabmomaeTcss dHAOTENUANbHAs AUCGHYHKLIMS HadYMHas
¢ I craguu pa3BuTus 3aboneBanus. [Tpy aToM MaKcHUMaITb-
Hoe yBenuueHue (B 2,5 pasza) cofaep>kKaHUsI TAKOTO MOIII-
HOTO Ba30KOHCTPUKTOpA, KaK 3HIOTEJUH-1, ObUIO ycTa-
HOBJIEHO Y OOJIBHBIX ¢ V CTagueil XpOHUYeCcKoi 6oJIe3HN
MOYEeK, YTO COMPOBOXAATIOCH CHIKEHEM KOHIICHTpALIUKA
Ba3o[MJIaTaTOpa OKCHUJA a30Ta U CHUXEHUEM B 5,5 pasa
OTHOILIEHWSI OKCHJ a30Ta/3HAOTEIMH-1 B  CHIBOPOT-
Ke KPOBU MO CPaBHEHUIO C KOHTPOJIHHOM TpyrIoit. DTo
CBHMIETEIbCTBYET O HanboJiee BBIPasKEHHBIX MU3MEHEHUSX
(bYHKIIMOHAJILHOTO COCTOSIHMSI DHIOTENINSI y MalueHTOB
¢ V cragueii xpoHnueckoi 6ojie3Hr mouyek. HapyieHus
3JIEMEHTHOTO CTaTyca, TPOSBISIOMINECS CTATUCTUYECKU
3HAYMMBIM CHIDKEHHMEM COIEePXKaHUS B CBIBOPOTKE KPOBU
LIMHKa, KeJie3a, MarHus, ObITM BBISIBIEHBI yKe Ha | cra-
UM, ¢ MaKcUMasibHOM peann3auueit ipu 111 ctamum xpo-
HUYECKOW O0JIe3HU TouyeK. JIMarHOCTUYECKyl0 3Ha4yu-
MOCTb JIJISI TIPOTHO3WPOBaHUS JHEBHOTO W HOuHOTO CAJI
WMeJTU JIBa 3JIEMEHTA: MarHuii 1 KeJe30. [1pu cHIkeHun
conepxkaHus xenesa Hke 1,013 MKr/mit, a MarHus — Me-
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JIMarHOCTHKA CHCTOIMYECKOH MUOKAPIUAIbHOI TUCYHKIMU: aHAIM3 nedopmanuu
MHOKapJa
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Diagnosis of systolic myocardial dysfunction: analysis of myocardial deformity

0.S. Groznova', N.Yu. Chernykh', A.A. Tarasova’

"Weltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Ministry of Health of the Russian Federation, Moscow;
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CoBpeMeHHBIM BHICOKOMH()OPMATUBHBIM METOIOM (DYHKIMOHAJIBHOW TMATHOCTHKM MHOKAP/IA SBJISIETCSA UCCIET0BAHNE MUOKAPIN-
aJIbHOTO CTPEiiHA, T.€. U3MEHEeHHsl FeOMETPUM MHOKApP/1a, OLIEHNBAEMOT0 B PA3HBIX HANpPaBIeHUsX. B cTpeiine BoiiensioT e opmManuio
(M3MeHeHue CTAPTOBOI, WIIH MCXOIHOI reomMeTpun) 1 nepdopMaiuio (BOCCTAHOBIEHHE UCXOIHOI reoMeTpun). PaccMoTpensl craanu
Pa3BUTHS CHCTOJINYECKOl MHOKAPANAIbHOI AuchYHKIMN (PAHHSASA, PA3BEPHYTAS U CTAIUSA JAEKOMIIEHCANNH), 2 TAKXKe MPOLECCHI,
NPOTeKAIMe B KaXK0ii cTaauu B Muokapze. Camble paHHue NPOSBJIeHNs CHCTOJIMYECKON MHOKAPANAIbHON JUCGYHKIMU — CHU-
JKeHue NoKa3areieii MPoJ0JIbHOr0 CTPeiiHa W KOMIIEHCATOPHOE MOBbILIEHHE NOKa3aTeieil IUPKYJISAPHOro (M paauaibHOro) CTpeiiHa.
CHuKenue r100abHO# ppakumuy BLIOPOCA BbISBISETCS TOJIbKO HA CTAUH JEKOMIEHCANH.

IIpuBe/ieHbI HOPMATHBHBIE IAHHDbIE O BEJTMYUHE MPOIOJIBLHOTO, PAUAIBHOTO M HUPKYJISAPHOTO CTPEiiHA Yy B3POCJIBIX, 4 TAKKE CO0-
CTBEHHbIE JIAHHbIE O BEJUYMHE PAJMAJIBLHOTO M MPOIOJbHOro cTpeiina y nereid. Ilpu odcnenosanuu 37 nereit B Bodpacte oT 7
1o 17 et Ge3 3a00/1eBaHMiT MHOKApPIA CErMEHTAPHBII PAIMAIbHBINA CTPEiiH B cpeHeM cocTaBii 341+9% (HIKHSAS TPAaHMLA HOPMBI
20%). locToBepHBIX Pa3/iuMii B BEIMYHHE CETMEHTAPHOTO PAIUAIBHOIO CTpeiiHa B rpynnax aeteii B Bo3pacre 7—11 u 12—17 ner,
a TAKXKe B IPYNIax JeTel ¢ Iomaabio nosepxuocru rea or 0,65 1o 1,3 M2 u ot 1,31 10 1,73 m? BbisiBiieHo He ObL10. Hikuss rpa-
HUIIA HOPMBI /TSI IPOJIOJILHOTO CTPeiiHA B MCCieayeMoii rpynme coctasuia —20%.

Karouesote croea: demu, eunepmpoguueckas kapouomuonamus, MUoOKapouaisHas oucyHkyus, degpopmayus muokapoa, cmpeiin,
HOpMAMUEHble NOKA3ament.

Ansa untupoBanus: [po3Hosa O.C., YepHbix H.A., TapacoBa A.A. [narHocTvika CUCTO/IMYECKOM MUOKapANaibHOM ANCOYHKUMN, aHaInu3 Ae-
¢popmauymm mruokapaa. Poc BectH nepuHaron v neanarp 2018; 63:(2): 53-57. DOI: 10.21508/1027-4065-2018-63-2-53-57

A modern highly informative method for the functional diagnosis of the myocardium is the study of the myocardial strain, i.e. changes
in the geometry of the myocardium, evaluated in different directions. In the strain, the deformation (change of the starting, or initial
geometry) and the transformation (restoration of the original geometry) are distinguished. The stages of development of systolic myo-
cardial dysfunction (early, deployed and decompensation stages), as well as the processes in the myocardium at each stage were studied.
The earliest manifestations of systolic myocardial dysfunction are a decline in the longitudinal strain and compensatory increase in per-
formance of the circular (and radial) strain. The reduction of the global ejection fraction is revealed only at the stage of decompensation.
The standard data on the magnitude of the longitudinal, radial and circular strain in adults are given, as well as own data on the mag-
nitude of the radial and longitudinal strain in children. In 37 children without myocardial diseases at the age from 7 to 17 years, segmental
radial strain on the average was 34+£9% (the lower limit of the norm is 20%). No significant differences in the magnitude of radial segmental
strain in groups of children aged 7—11 and 12—17, as well as in the groups of children with body surface area from 0.65 to 1.3 m? and from
1.31 to 1.73 m? were revealed. The lower limit of the norm for the longitudinal strain in the study group was —20%.

Key words: children, hypertrophic cardiomyopathy, myocardial dysfunction, myocardial deformity, strain, standards.
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KapAMOMMOTIaTUM yCTAHABJIMBAETCSI TOJIBKO Ha (oHe
yXe MMelolIeiicss MuoKapauaibHo AucHYHKIUU (CU-
CTOJIMYECKOM, AUACTOIUYECKON MIIN BJIEKTPUUECKOI),
4YTO 3aJ0XEHO B caMO OIlpelesieHue KapauomMuorna-

I‘ apauoMmuoIiatuda BCErga BOCIIPUMHUMMACTCA Kapanuo-
OraMM Kak Ts2KE€J10€ MHBAJIUAU3UPYIOIICC 3aboJie-
BaHUC, UMCIOIIICEC HeGHaFOHpHHTHHﬁ ITPOTrHO3. I[I/IaFHO3
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TUM KaK TeTePOTeHHOU TPYIIMbl acCOLMUPOBAHHBIX
¢ MMHOKaApAOM 3a0osieBaHUU, COMPOBOXIAIOUIUXCS
MEXaHUYECKOW U/MIN 3JeKTPUYECKOl NUChYHKIMEH,
0OBIYHO (HO HE BCerJa) MPUBOASIINX K TUNEPTPOGUU
WIW AWJiaTallui U UMEKIIMX pa3judyHble (4acTo TeHe-
TUYECKNe) MpUUMHbL. To ecTh HaJIMuue MUOKapauaib-
HOM TUCGhYHKIMNA HEOOXOAMUMO JIUISI TMAarHOCTUKYU Kap-
JTMOMUOTATUH.
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Ho Ha kKakmXx OCHOBaHUSIX MOXHO KOHCTaTUPOBAaTh
Hasmuue y 6osbHOTO nuchyHKunn muokapna? s npa-
BWJILHOTO TTOHUMAaHUSI OCOOEHHOCTE! pa3BUTHSI MUOKap-
JIUATbHOM TUCGHYHKIIUN BaXKHO:

* 3HaTh O MPUHLMIAX B3AUMOICHCTBUS CTPYKTYP CepI-
11a 1 (GpU3MOJOTMYECKUX MEXaHM3Max peaau3alnu co-
KpallleHusI MUOKap/a;

* TIOHMMAaTh, Kakrue (PU3NOJOTMYECKUEe U MaTOJIOruIe-
CKI1e KOMIIEHCAaTOPHBbIE MEXaHU3MbI MOTYT OBITh pea-
JIN30BaHBI B CEPIIIE;

* TPEACTaBIATh 3aKOHOMEPHOCTb CMEHBI U3MEHEHUIA,
MPOUCXONSIIUX B cepjlle Ha oHe MporpeccupoBa-
HUS MaTOJOTMYECKUX TTPOIIECCOB;

* 3HaTh HMXXHIOK TPAHUILY HOPMBI JIJISI TIOKa3aTesieit ae-
dopMaII MUOKapaa.

Bpauu oOleit MpakTUKU TIPUBLIKIW BBIHOCHUTH CY-
KIAEHWe 0 MUOKapAuaabHON JUCHYHKIIMU, OCHOBBIBAsICh
Ha JaHHBIX B3Xokapauorpadguu (rrodanbHas dpakims
BBIOpOCA JIEBOTO XeJyI04yKa) U aorruieporpaduu (uccie-
JIOBaHUE TPAHCMUTPAJIILHOTO KpPOBOTOKa). B mocnemHee
NeCATUIIETHE 3TU MTapaMeTPhl JOTIOTHSIIOT MTOKa3aHMS TJ10-
OasibHOI TIPOIOJIbHOM nedopMalii MruoKapaa (IMpoaoib-
HbIit cTpeiiH). B HacTosimieil cratbe Mbl XoTeu Obl Oosiee
NeTajibHO pa3o0parbesi B 3Tanax (opMUpOBAHUSI CUCTO-
JIMYECKON MUOKApIUATbHON TUCHYHKIIMY U TIPEICTABUTh
COBpPEMEHHBIE BOBMOXXHOCTH €€ IMarHOCTUKMU.

CrpeitH — 3TO M3MEHEHUE TeOMeTpUM MHUOKapja,
OlLIEHMBAaeMOe B pa3HbIX HarpaBieHUsiX. B cTpeiiHe BbI-
nesstoT aedopMaiiiio (M3MEHEeHUe CTapTOBOM, WU UC-
XOJHOM TeoMeTpun) U nepdopmainio (BOCCTaHOBICHUE
ucxonHoit reometpun). CTpeiitH MMOKapja HCCIEIYIOT
B MPOAOJIBHOM, paavaJbHOM M IUPKYJSIPHOM HarpaB-
JICHUSIX. DTO MOHSATUE B KAPANOJOTUHU JUISl OOJIBIIIMHCTBA
JIOKTOPOB BCe el11¢ JOCTaTOYHO HOBOE U He BCeTaa sSICHOe
B IUTaHEe KJIMHWYECKOro McIoyib3oBaHus [1]. Hecmotps
Ha HaJMuMe YJIbTPa3BYKOBBIX ammapaToB 3KCIEPTHOTO
Kjlacca, MCIOJIb30BaHUE CIIOXKHBIX TPOrpaMM OIEHKHU
nHGOpPMalMM U BBICOKYIO aBTOMAaTH3allMIO TIpoliecca ee
00paboTKM, ST TIOJYYEeHMSI afeKBaTHBIX pe3YyJIbTaToB
cTpeiiHa HeoOXOIMMO CIieliMaJbHOe OOydYeHUe crelua-
JINCTA, HEMOCPEACTBEHHO TIPOBOASIIETO W3MEpeHUs.
IMprHIMIHATBEHO BAXKHBIM TS TIOJTYYeHUSI OOBEKTUBHO-
TO pe3ysibraTa UCClieJOBaHUsI SIBJISICTCS: MPaBUIbHOE BbI-
BeJIcHUE OCeii ceplia, 0 KOTOPBIM MPOU3BOIUTCS U3Me-
peHue; OTCYTCTBHUE y OOJbHOTO BO BpeMsl MCCIeI0BaHMS
BBIpaXXEHHON TaXUKapIuW; ONITUMU3ALIUsT BU3yaTu3aun
n3obpaxenus (puc. 1).

CrpeiiH paccCUnTHIBAETCS MO0 U3BECTHOI hopmye:

Crpeiin =(L - L)/ L,

rae L — UCXOMHBIN UCCenyeMblii pa3Mep MuoKapia (JUin-

Ha WIM TOJIIMHA, WU TEePUMETpP IO KOPOTKOM Ocu),

L, — pa3mep TOro xe yyacTka MUOKapa, HO yXke nocie

MPOM3BEIEHHOTO CUCTOJMYECKOTO MW JAUACTOINYECKOTO

NBYKeHUs [2].

CrpeiiH cBs3aH ¢ MIOOaNbHOI (pakiueil BBIOpPO-
ca >KeJyJlouyka 4Yepe3 TroKasaTejlb yIapHOro o0bema.
Ilpu cHUXeHuM cTpeiiHa MPOMCXOAUT YBEJIUUYEHUE

OPUINHAJIbHBIE CTATbU

KOHEUHOTO CUCTOJMYECKOTO IMaMeTpa KeJayaouka cepi-
11a ¥ YMEHbIIIEHUE TOJIIUHBI €0 CTeHKU. DTO TPUBOIUT
K CHIXKEHUIO yTapHOro oobeMa M YMEHbIIeHUo (pak-
uu BbIOpoca [3]. Ho mnst cykneHusi o0 aneKBaTHOCTH
¢pakumnuy BbIOpOCaA Kelylnoyka BaXHO TakxKe OlleHUBATh
B3aMMOJIEMICTBME MUOKapAuadbHBIX CEerMeHTOB. Benb
TOJIBKO €CJIM OOJILIITMHCTBO CETMEHTOB XeJIyl0ouKa uMe-
0T CHUKEHHBIE MoKa3aTey CTpeifHa, MPOu30iIeT CHU-
JKEeHHME CUCTOJINYECKON (PYHKIMU. A eClIM CTpeilH MUO-
KapauajabHbIX CETMEHTOB pa3inieH?

CyIIeCTBYIOT YeThIpe BO3MOXHBIE TPAKTOBKU CTpeii-
Ha MHUOKapAWaJIbHOTO CErMEHTa: YIOBJIETBOPUTEIbHBIN
CcTpeiiH (K HeMy X€ OTHOCSIT BBICOKMA CTpeiH), CHM-
JKeHHBI CTpeiiH, OTCYTCTBME CpeifHa (HYJIeBOI CTpeiiH)
U TapajoKcalbHbIN cTpeliH. Ecnm Kakue-To cerMeHTbI
MUOKap/ia UMEIOT CHUXXEHHBIN, HYJEeBOW MW Jaxe rMa-
pasoKCabHBIN CTpEeiiH, HO OCTaJIbHbIE — YIOBJIETBOPHU-
TeJbHBI WJIX TIOBBILIEHHBIN, TO TJ00ajbHasT (paKius
BbIOpOCa MOXKET ObITb KOMIEHCUPOBAHA 3a CUYET TUTIEP-
(GYHKIMU OTIAETbHBIX CETMEHTOB U MMETh HOPMAaJbHOE
3HauYeHUe, HECMOTPS Ha yKe TeKYIIMI TTPo1iecc MeXaHM-
yecKoi auchyHKIUU B Muokape [4].

MHuumMoMy G1aronoyurio rmokasatessi ppakiinuu Bbl-
Opoca MOTYT TakKe CITOCOOCTBOBATH ITOBBIIICHUE CKO-
pOCTM CTpeiiHa, yBeJIMYeHWe poTalluyd MUOKapaa W/vuiu
CKpy4YMBaHUSI MMOKapaa (pa3HOHANpaBJIeHHON poTaluu
0azaJibHBIX M BEpXYIIEUYHBIX CErMEHTOB JIEBOTO KEly-
nouka). [lpn cHMXXeHUM cTpeliHa aKTMBM3AllMs BbIlIE-
MEePEeYMnCICHHBIX MEXaHU3MOB KOMIIEHCALIMU TIPUBOJIUT
K TOMY, 4TO TIOKazaTesib (ppakiuu BbIOpOca XKeJymouka
cep/la ocTaeTcsi HoOpMaJibHbIM [5] (puc. 2).

TTouemy xe cTpeitH Tak BaxkeH TpU OlLIEHKE MUOKap-
nuanbHON nuchyHkimu? I[louemy He coCpenoTOYUTH-
Ccsl Ha WCCJIEIOBAaHWUM POTAIlMM W CKPYyUYMBaHUs (XOTSI
OHM TakXe OueHb BaxXHbI)? [ToToMy UTO CKpyuuBaHUE
OYEeHb CHUJIBHO 3aBHCUT OT IloKa3aTesiell >KeCTKOCTU
Muokapna (T.e. OT pachpoCTPaHEHHOCTU (UOPO3HBIX

Puc. 1. Tloka3areau CerMEHTAPHOrO PaaUAIBLHOTO CTpeiiHa
y pedeHKa 0e3 3a00J1eBaHMii MUOKap/a.

Bo Bcex 0a3ajbHbIX CErMeHTAaX JIEBOTO XKeJTyI0YKa MoKa3aTen
CerMEeHTAPHOTO PAIMAJILHOTO CTPEiiHA B Mpe/iesiaX HOPMBI.

Fig. 1. Segmental radial strain in a child without myocardial dis-
eases: in all basal segments of the left ventricle, the parameters
of the segmental radial strain within the normal limits.
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MPOLIECCOB B CaMOM MMOKap/e, OT COCTOSHUS TIepu-
Kapaa M TPOYMX aHaTOMUYEeCKUX (haKTOpOB), a poTa-
LIUST — OT XapaKTepa OPUEHTALIMY MBIIIEYHBIX BOJOKOH,
YTO TaKXe SIBJIIeTCS WHAWBUAYATbHOM aHAaTOMHUYECKOM
XapakTepucTuKoi. CTpeiiH e HaMpsIMylo U BBICOKOYYB-
CTBUTEIBHO 3aBUCUT OT MOTPeOIEHUS MUOKAPIOM KHC-
Jiopojia: yeM 0oJibliie MUOKap[ MOTpedIsieT KUCIopoa,
TeM OoJIblle TToKa3aresin ctpeitHa. Ho mist Bpaueii 6oitee
BaXXHO He YBeJIMYeHUE CTPeiiHa, a ero CHIDKEHHE TIPY He-
JIOCTaTOYHOM TMOTPEOJCHUM/TIOCTYIIJIEHU KUCIopoaa
B MUOKapj (U1l 3TOro HEOOXOAMMO OIPEneTUTh HUX-
HIOIO TPAaHMILy HOPMBI IS pa3IMYHBIX BUIOB CTpeiiHa).
Takoit Tiporiecc POTEKaeT MPU UIIEMUIECKNX U3MeHe-
HUSIX B MUOKap/e, KOTOPBIE JIeKaT B OCHOBE CUCTOJIYE-
CKOIl MUOKapAUaJIbHON TUCHYHKITUH.

BriieckazaHHOe TIOABOAMT HAC K TOMY, UYTO CHCTO-
JInYecKasi MHOKapauaibHass TUC(YHKINA HAYMHAETCS He B
MOMEHT KOHCTATALMM CHIZKEHHs To0asbHO# dpakummn
BBIOpOCA JIEBOro XKely04Ka, a panbine. CHIDKeHUe (pak-
1IMM BBIOpOCA JIEBOTO XKeMynouka — MokKasaTesb JeKOM-
MeHCAllUKM TaTOJOTUYECKHUX TTPOLIECCOB, TTPOMCXOMSIINX
B Muokapae [6, 7]. DTo CBUIETEIbCTBYET 00 yKe UMEI0-
IeMCsl «CpPbIBe» KOMIIEHCATOPHBIX TIporieccoB. JleueHne
0OJILHOTO C JeKOMIIeHCAllMeii — He caMblil TepCcreK-
TUBHBIN TyTh Tepanuu. Eme [umnmoxkpar m ABulieHHa

Puc. 2. Tloka3aTequm CerMEHTAPHOIO PAJAMAJIBLHOIO CTpeiiHa
y 60J1bHOTO ¢ runepTpohIeCKOoii KAapAUOMUONATHEIH.
OTMeuaeTcsi CHIKEHHE CErMEHTAPHOIO PAIUAJIbLHOTO CTpeii-
HA B TUNEPTPO(UPOBAHHBIX CETMEHTAX JIEBOT0 IKeNyI0YKa
(0a3anbHOM mepeaHeM, 0a3aJbHOM TNepexHecenTaJabHOM M 0a-
3aJibHOM cenTanbHoM) 10 10% Ha ¢oHe KOMIEHCATOPHOro
YBeJIMYEHHS] PAJUAIBHOTO CTPEiiHA B HerumepTpoGupoBaHHBIX
CerMeHTax JIEBOTO Kejynouka (0a3ajbHOM JaTrepajbHoM, 0a-
3aJIbHOM 3ajlHeM M 0a3aJbHOM HIDKHeM) 10 65%. [odanbHas
(pakuus BbIOpoca Ha ypoBHE 0A3ATBHBIX OTHEJIOB JIEBOTO JKe-
JIy/I04Ka O0CTAETCS HOPMAIIbHOI (56%).

Fig. 2. Segmental radial strain in a child with hypertrophic car-
diomyopathy.

The reduction of the segmental radial strain in the hypertrophied
segments of the left ventricle (basal anterior, basal anterior-
septal and basal septal) to 10% is observed with a compensatory
increase in the radial strain in the non-hypertrophied segments
of the left ventricle (basal lateral, basal posterior and basal low-
er) to 65%. The global ejection fraction at basal level of the left
ventricle remains normal (56%).

TOBOPWJIM O TOM, YTO ropasio Jiydllle He JaTh O0Je3HU
MporpeccupoBaTb, YeM JIEYUTh 4YeJioBeKa B COCTOSIHUU
JeKoMmmeHcannu. To ecThb 4eM paHbllle JUarHOCTHUPYeT-
csl MUOKapaAralibHas TUCHYHKIIUS, TeM OOJbIIe HATEeXK]
Ha TOJIOXKHUTEbHBIN 3(hGhEKT OT JiedeHUs], ToOpoKaye-
CTBEHHOE TeUeHUE W OJIATONPUSITHBIN TTPOTHO3.

PaccMmoTpuM TIpoliecchl, MpoTeKalole MpU CUCTO-
JIMYeCKON MUOKapAMaabHON AruchyHKInK. 11 ymoocTBa
OTCAHMSI MBI BBIIEJTUM B HEll TPU CTaIWUU Pa3BUTHS: paH-
HIOIO, Pa3BEPHYTYIO U CTaaWIO JeKoMIieHcaluu (puc. 3).
Kakwue rporiecchl MPOMCXOAST B KaXKIOM U3 CTamuii?

B paHHei cTaguy TPOMCXOIUT HE3HAYMTETbHOE CHU-
KE€HME TIPOJIOJIbHOM aecdopMalu MUoKapaa (Mpoaosib-
HOTO CTpeiiHa) W HavaJbHbIe MPOSIBJICHUS HapyIIeHUS
NMMACTOIMUECKON (PYHKIIMM JIEBOTO Xeynouka. s kom-
TMeHCalY BOZHUKAIOIINX U3MEHEHWI IIPOUCXOIUT YBETU -
YyeHMe TToKa3aTelleil HUPKYJISIpHOTo cTpeitHa. [lobdanbHas
dpakims BEIOpOca XeJryJodKa 0CTaeTcss HopMaabHOI [8].

PasBepHyTast cTamuss MUOKapauadbHON AUCOYHK-
IIMW HACTYyTMaeT TOTAa, KOTIa ToKa3aTeld IUPKYJISIPHOTO
CTpeliHa MepecTalT HapacTaTh 1 HAUYMHAIOT MTOCTENeHHO
CHUXAThCs (OMHAKO LUPKYJISIPHBIN CTPeilH Bce ellle Ha-
XOIMTCS B TIpeliesiax HOpMAaTUBHBIX 3HaYeHWiT). Ha 3Toii
CTaavM TIPOMIOJKAETCS U YCUJIMBAETCSI CHUXKEHUE TTOKa-
3aTesieil TPOAOJIBLHOTO CTpeiiHa M HapacTaeT AMACTOIM-
yeckasl TUCHYHKIMSI JeBOro xenayaouka [9]. @pakuus
BBIOpOCA Bce ellle HaXOAUTCS B TIpelieaX HOPMaTUBHBIX
3HaYeHWit. HakoHell, B cTaliuy JeKOMIEHCAIMU TTPOUC-
XOIUT CHUXEHME ToKasaTesiell HUPKYJISIPHOTO CTpeiiHa
HUXXe HOPMATUBHBIX 3HAYEHUM, TEM CaMbIM MCUEPITbIBa-
JOTCSI KOMIIEHCATOPHBbIE MeXaHU3MBbI U (hpaKIrsi BEIOPO-
ca (ToJbKO B 9TOM cTaauu!) HauMHaeT cHuxkatbes [10].

PaHHas
cTagus

PasBepHyTas
cTapusi

Cragus
[eKkomneHcauum

= LInpKynspHbIi CTpeinH

/

nobanbHas dpakumsa Bbibpoca

=

JlvacTtonnyeckas MmokapavanbHas
LVNCOYHKLNSA

/

MpoponbHbIN
CTPEWH

Puc. 3. I3MeHeHus B moKa3areisX CTpPeiHa U THACTOJIMYECKO
(byHKIMT J1eBOTO KeNyI0vYKa B 3aBUCHMOCTH OT CTAIUH MHO-
KapaMaJIbHOI TUChYHKIMHA.

Fig. 3. Changes in the parameters of the left ventricle strain and
diastolic function in depending on the stage of myocardial dys-
function.
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CTOUT TakXe OTMETUTb, UTO TTOKA3aTeJI Paauajib-
HOTO CTpeifHa SIBJITIOTCS OJHOM M3 pacYeTHBIX BEJTUYUH
NP VCYUCICHUU LUPKYISIpHOTO cTpeiiHa. Takum 06-
pa3oM, paauaibHBIA W LMPKYJISPHBINA CTPeiiH B3aMMO-
CBSI3aHBI TIPSIMOM 3aBUCUMOCTBIO. PagvanbHBIN CTpeitH
Haunbojee OTHOPOIHBIN BO BCEX MMOKAPIMAJIBHBIX CEr-
MEHTax B OTJIMYME OT APYTUX BUIOB CTpEiiHA.

HopMaTtuBHBIe TTOKa3aTe 1 II00aTbHOTO MPOI0TbHO-
TO CTpeiHa TSl B3POCION TTOMYJISIIIMY XOPOIIIO U3BECTHBI
(BIJIOTH O HOPMATUBOB TSI TPUOOPOB Pa3TMUHBIX ITPO-
u3Boaureseit). HuskHsis rpaHuiia HOpMbI TJ100aJIbHOTO
MPOIOJIBHOTO CTpeifHa JIEBOTO XKeJIymouKa Uil Mpubo-
poB ¢upmbl General Electric cocraBnser —21,3+2,1%,
st ipu6opoB ¢hupMbl Phillips —18,9+2,5%, mist Toshiba
—19,9+2,4% [11]. CxonHble DaHHBIE TTPUBOAAT IPyTHe
uccnenosarenmn: —20,4+3,4% [12]. B mocmegnux my6-
JINKALIUSIX aBTOPBI YKa3bIBAlOT Ha TeHIEPHBIE paslii-
Yusl, 11T MY>KYUH HOPMaTUBHEIE TTOKa3aTeIn HIKE, YeM
Ist keHIuH: —16,9 u —18,5% coorBercTBeHHO [13].

HopMaTtuBHBIe TTOKa3aTe I HUKHEM TPaHUIBI HOPMBI
rJ100aTbHOM paauaIbHOM Ae(opMaIuiy JIEBOTO XKeJTyI0d-
Ka y B3POCJBIX TIPU IBYXMEPHOU BU3yaTu3allid COCTaB-
ns10T 28 % [14]. T1o maHHBIM Ipyrux ucciaenoBaTeneii [13]
OHU HECKOJIbKO HuxXe: 24,6%. C Bo3pacToM mokasaresu
pagvaibHOTO CTpeifHa MMEIOT TEeHACHLMIO K YBeInue-
HUIO 110 Mepe HapacTaHWs TOMIIMHBI MUOKapaa. HiskHue
IpaHUIIBI HOPMATWUBOB TJIOOAJIBHOM LMPKYISIPHON Je-
(opmaruu coctaBstior —15,4% [11], To JaHHBIM IPYTHUX
aBTOpOB, —17% [14].

B nmerckoit momyiasSLMU  WMHTEPIpETalvs JaHHBIX
MMOKapIUaJbHOTO CTpeifHa TIPOM3BOAMTCS B OCHOB-
HOM ITyT€M COIOCTaBJICHUSI ¢ HOPMATUBAMM TSI B3pOC-
JbIX. Takoil TOAXon He BIOJIHE TIpaBOMEpPEH, MOCKOIb-
Ky (Kak ObLIO OTMEYEHO BbIIlIE) MOKa3aTeJu CTpeiiHa
¢ BO3pacToM TIpeTeprieBaloT n3MeHeHus. K coxaneHuto,
JI0 HACTOSIIIIETO BpeMEHM ToKa3aTeJ HOPMBI I pa3-
JIMYHBIX BUIOB CTPEifHA B JIETCKOM TOMYJISILINM BCE ellle
HEJIO0CTATOUYHO SCHBI. B JaHHOI paboTe MbI MPUBOIUM
pe3yabTaThl COOCTBEHHBIX UCCIIEIOBAHUI MO OLIEHKE CeT-
MEHTapHOTO paJuajbHOrO CTpeiiHa y jereit 6e3 3abose-
BaHUII MUOKapJa M XpOHUYECKIUX COMaTUIECKIX 3a00J1e-
BaHUA.

XapaktepucTtuka geter u MeToAbl UCCNeaoBaHNS

OO6cnenoBanbl 37 nmereir B Bo3pacte oT 7 mo 17 yer
(menmaHa Bospacta 11 ner). Hu y omHoro pebGenka
M3 TPYNIbl He HAOJI0MaToCh XPOHWYECKUX COMATHYe-
CKuX 3aboyieBaHMiI M 3abosieBaHMiI MHWoOKapna. Jletwn
obOpalaiich K KapauoJiory M3-3a Xajiod Ha TOJOBHYIO
00J1b, TIOTJMBOCTh, OOJIM B TPYIHON KJIETKE, 1O MOBOIY
KOTOPBIX OBUIO MPOBEACHO KapauoJIOrMuecKoe 00caeno-
BaHUE, He BBHISIBUBIIEE CEPACYHO-COCYAUCTBIX Hapylle-
HUi. [leTn He 3aHUMAaJTCh CITIOPTOM; 3a TIOCIeIHUE 3 MeC
He MUMeJTU OCTPBIX PECTTMPATOPHBIX 3a001eBaHMUIA.

VYV Bcex oOcnenoBaHHbix Ha DKI OblT CUHYCOBBII
put™. BceM aeTsiM mpoBeneHa sXoKapauorpadust Ha ar-
mapate Toshiba Artida. MccrnenoBana medopmamust Je-

OPUINHAJIbHBIE CTATbU

BOro XeJiyniouyka B 0a3ajlbHOM W CPEIMHHOM OT/E-
Jlax JIeBOro Xenymgouka B pexume 2D. B kaxmom
13 OTIEJIOB Cepjilia onpesesieHa panuaibHas nedopmanus
(T.e. U3MEHEHWE TOJIIIMHBI MUOKApAWaIbHOTO CEerMeHTa
BO BPEMEHM Ha TPOTSKEHUM OHOTO CEPIeYHOro 1MKIIA)
B IIECTM CerMeHTax (HWKHEM, 3aJHeM, JaTepajibHOM,
nepeaHeM, TepeaHecenTaIbHOM M cenTaabHOM). Bepxy-
IIEYHBbIE CETMEHTBI HE MCCJIEIOBAIMCH, ITOCKOJIBKY OHU HE
UMEIOT TIPSIMOYTOJIbHYIO ¢opMy (OHU TpEyrojibHbIE),
a TakKe TTOTOMY, UTO B 00JIACTU BEPXYIIKH JIEBOTO JKETy-
JI0YKa MBIIIIEYHBIE CJIOM MUOKapa pacrioaraloTcs B BUIE
MEeTJIU, YTO 3aTPYIHSIET OLICHKY BeKTopa JaehopMaliiiu.

Pe3ynbTathl u 06CcyxaeHue

CermMeHTapHbBI paauaibHBIN CTPEiH B UCCaeayeMoi
Ipymnre B cpeaHeM coctaBui 34+9%, MUHMMAaJTbHOE 3HA-
yenue 20%, makcumanbHoe 54%. Hu B ogHOM cerMeH-
Te MUOKapia paaualbHBI CTpeH He CHWKAJICS HIKe
20%. Tlpu aHanu3e paauaabHOrO CTpeiiHa B 3aBUCHMO-
CTU OT BO3pacTa pebeHKa (CpaBHMBAIKWCH TPYMITHI AeTei
B Bo3gpacte 7—11 u 12—17 net), a Takke B 3aBUCUMOCTU
OT TUTOIIAM MOBEPXHOCTH Tesla pebeHKa (CpaBHUBAIUCh
TPYMIIBI IeTell ¢ TUIOMAAbIo MoBepXHOCTH Tena 0,65 M2—
1,3 M>m 1,31 M>—1,73 M?) TOCTOBEPHBIX pa3INUUii B Be-
JINUWHE CETMEHTAPHOTO PaJMalibHOTO CTpeiiHa BBISIBIIE-
HO He ObUIO.

ITpomoabHBI CTPEiH B MCCIIELYyeMOil TpyTITe He CHU-
xkajcs Huke —20%, 4TO COMOCTAaBUMO C aHAJIOTMYHBIMU
MOKa3aTeJIIMA BO B3POCJION TTOTTYJISIIINN.

3aknovyeHue

HccnenoBanne MUOKapAMATBHOTO CTpeiiHA SIBJISIETCS
COBPEMEHHBIM MeTOIOM (DYHKIIMOHATBLHOM TUarHOCTHU-
K1 Muokappaa. JJaHHBI AMAarHOCTUYECKU MeTOH TIpo-
BOAWTCS Ha YJIBTPa3BYKOBBIX arraparax 3KCIEPTHOTO
KJlacca ¥ TIO3BOJISIET HAa paHHUX CTaausIX YCTAHOBUTH Ha-
JINYKME CUCTOJIMYECKOM MUOKApAWATbHON IUCHYHKIINU
y B3poCHbIX U JeTeil. CaMbIMU paHHUMU TpU3HAKaAMK
CHUCTOJIMYECKON MMOKApIUATbHOW TUCHYHKIIMU STBIISI-
JOTCS CHIDKEHHME TToKasaTeleil TPOIOJIbHOTO CTpeiiHa
M KOMITEHCATOPHOE TTOBBIIIEHNE TTOKa3aTeleil UpKYy-
JIsipHOTO (M pajauaabHOTO) cTpeiiHa. 3HaYeHUs] HUKHEH
TPaHUIIBI HOPMBI JIJIST IeTeil, He UMEIOIINX 3a00JIeBaHMIA
MHMOKapa M XPOHUYECKUX COMATUYECKUX 3abojeBa-
HUIi, COCTaBUJIO B UCCJIEIOBAaHHOW HamMu rpymrie (n=37)
1T paguanbHOro crpeitHa 20% (YTo HMKe ToKasaTe-
Jieil B3POCJION TMOMYJSILUMK), JJIs TPOJOJIBHOTO CTpeii-
Ha —20% (4TO COMOCTaBMMO C TTOKa3aTeJsIMU B3POCIION
nonmynasaiuu). JAnacronnueckas MUOKapaudaibHash IUC-
(GYHKIMS IBISIETCS OOTHUM M3 BapMaHTOB AMCHYHKIIUN
MUOKap/ia, OJHAKO JOCTOBEPHOCTb €€ OLIEHKU y JeTei
3aTpyAHUTEIbHA BCIEACTBHE (DUBMOJOTUIECKH BBICOKOM
YaCTOTHI CepAeYHBIX cOoKpamieHnit. CHIKeHUE TIo0alb-
HOI (hpaKIMy BBEIOpOCA JIEBOTO KeJTyI0uKa MPOUCXOAUT
MPU UCTOLIEHWM KOMIIEHCATOPHBIX TPOILIECCOB B MUO-
Kaplie B CTQAUM JEeKOMIIEHCALIMU CUCTOJIUYECKON MUO-
KapIUOHAJTbHOU TUCGhHYHKITUH.
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OPUINHAJIbHBIE CTATbU

Bb100p BCKapMJIMBaHUsI JIeTel NEPBOIo ro/ia JKu3H, NPOKMBAKIINX B YCJIOBHAX BOEHHBIX
nencTBUi

T.B. Ulupuna', U.b. Epwosa’, T.A. Tonuaposa?®, 10.0. Hxosenko’

'TY «JlyraHCcKuii rocyapCTBEHHbIV MEOULIMHCKUI YHUBEPCUTET UM. CBaTUTENs Jlykun», JTyraHck;
2[1OHELKN HaLMOHaNbHbIN MeaVLIMHCKUI YHUBEpPCUTeT nmerdn M. lopbkoro, [loHelk, YkpanHa

Features of development of emotional-volitional functions of children depending on the type
of feeding in terms of military conflict

T.V. Shirina’, I.B. Yershova', T.A. Goncharova?, Yu.O. Yakovenko'

'St. Luke Lugansk State Medical University, Lugansk
2M. Gorky Donetsk National Medical University, Donetsk, Ukraine

Leas nccnenoBanus: 000CHOBaHNE BbIOOPA BCKADMIIMBAHUS NMYTeM U3Y4eHHS COCTOSHUS SMOLMOHAIBbHO-BOJIeBOIi hyHKIMH Y eTei
PaHHEro BO3pacTa, POAUBLIMXCS M MPoKUBaOIMX B I. JIyrancke u r. /lonenke Bo Bpems 0oeBbIx aeiicTBuii. IIpoBeneno tunammye-
CKOe KIMHHYECKOe 00c/IeJOBaHKE C OLEHKOIi TEMIIOB 3MOLMOHAIBLHO-BOJIEBOTO PA3BUTHA 68 neTeil, HAXOAUBIIMXCS B 30HE BOCHHOTO
KoH(pmKTa (ocHOBHAs rpynna). V3 Hux 32 peGeHKa HAXOIWIMCh HA €CTECTBEHHOM BCKapMJIMBaHuM — noarpynna la, 36 aereii no-
JIy4aJIM MICKYCCTBEHHOE BCKapMJMBaHue — noarpynna 16. Bropyio (KOHTpPoIbHYI0) Tpymimy cocTaBuin 88 nereii, MPOXKMUBABIIMX BHE
30HBI BOEHHOT0 KOH(mKTa. 13 HUX 47 feTeil HAXOAUIMCH HA TPYAHOM BCKAapMJIMBAHUM — MOArpynmna 2a, 41 pebeHOK — Ha MCKyc-
CTBEHHOM BCKapMJIMBaHUM — noarpynna 26. OueHky ypoBHsI SMOIMOHAIbHO-BOJIEBOTO PA3BUTHS JIeTeil OCYIECTBIISIM C OMOLIbIO
CTAHIAPTU30BAHHON KIMHUKO-TICUXO0JIOTHYECKOii MeToanKu «[Hom».

Pesyabrarsl. [loka3ano, 4To pa3BuTHE IMOUMOHAIBHO-BOIEBOI (YHKIMM Y JeTeil 3aBUCUT OT BHAA BCKAPDMJIMBAHHUS M OKPYXKAaI0-
meii 00cTaHoBKH. HecMOTpsI HA CTPeCCOTeHHYI0 CHUTYalMIO, TPYAHOE MOJOKO M TeJeCHbIl KOHTAKT C MATEPbI0 CIOCOOCTBOBAIN
0oJ1ee BLICOKOMY YPOBHIO SMOLMOHAJILHO-BOJIEBOTO PA3BUTHS, YeM B CPaBHHBaeMoii moarpynmne nereii (16), Ho cTpecc BOiiHbI PUBEJT
K TOPMOIKEHHIO YMOIIOHAIbHO-BOJIEBOil (DYHKIMH B CONOCTABJIEHHH C 1eThbMH, MOTyYABIINMH AHAJIOTHYHOE BCKADMIIMBAHNE U Npe-
OBbIBABLIMMH B MHPHBIX YCJIOBHSIX.

Karouesvte caosa: oemu PAaHHeco so3pacma, ecmecmeeHHoe 6CKapmauearue, UCKycCmeeHHoe 6CKapmauearue, SMoOUUOHANIbHO-60.1e60€
passumue, cmpeccoceHHas cumyauusl.
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The aim of the research is to study the state of emotional-volitional function in infants, who were born and living in Lugansk and
Donetsk during the military conflict. A dynamic clinical examination was made with the assessment of the rate of emotional-volitional
development in 68 children in the area of military conflict. Among them 32 children were breast-fed, forming Ia (the main) group
of children, and 36 children were bottle-fed, forming Ib (the comparison group). The second (control) group of our study consisted
of 88 children, who were outside the area of military conflict. Among them there were 47 children, who were breast-fed (I1a group),
and 41 children, who were bottle-fed (IIb group). The assessment of the level of emotional-volitional development in children was
carried out using a standardized clinical-psychological technique called “Gnome”.

Results: The level of development of emotional-volitional function in children depends on the type of feeding and the environment.
Despite the stressful situation the mother’s milk and physical contact with the mother contributed to higher levels of emotional and
volitional development compared to the comparison group of children. But the stress of the war still promoted inhibition of emotional
and volitional development, compared with children, who had similar feeding, staying in a peaceful environment.

Key words: infants, breast-feeding, bottle-feeding, emotional-volitional development, stressful situation.
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3Ha‘-ICHI/IC €CTECTBECHHOI'O BCKapMJIMBAHUA OJIS )KM3HU HUM U OOIIEHUM C MaTe€pblo. I/ICC)'IS,Z[OBaHI/IH TToKasaJiu,

MJaieHleB HeocropuMo. Kpome moctyrieHusi He-
00XOIMMBIX HYTPUEHTOA, TPYIHOE BCKapMJIMBaHNe 00ec-
MeYrBaeT OYeHb TECHYI0 3MOILIMOHAJIBHYIO CBSI3b MEXIY
Matepbio U pebeHkoM. Bo BpeMsi KOpmileHUSI TPYIbIO
pebeHOK YIOBJIETBOPSIET CBOM MOTPEOHOCTU HE TOJb-
KO B THIIIE U BOJIe, HO TaKXKe M B JlacKax, MPUKOCHOBE-

YTO KOPMJIEHHE TPYIbIO CITOCOOCTBYET SMOLIMOHATBHOMY
U TICUXUYECKOMY 37I0pOBBIO peGeHKa, YIydllaeT ero ma-
MSITb M MHTEJIJIEKT, CHUMaeT CTpecC.

BonplmiuMm  WicmibITaHWEM I MHUPHOTO  HaceJsie-
Hust JloHbacca cTanmv BOGHHBIE COOBITHS, MPOXOISIINE
B pernoHe. OCOOGEHHO YSI3BUMBIM O0Ka3ajoch JIETCKOE
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Mlupuna T.B. u coaem. Bei6op BcKapMIMBaHUS IETEH TIEPBOTO TOJIA KU3HU, TPOKUBAIONIMX B YCIOBHSX BOGHHBIX IEUCTBUI

HacelieHne. bepeMeHHbIe XKeHIIWMHBI, HaXOIsCh B KOJIBLIE
0GOEBBIX JEHCTBUIA, BEIHYKIEHBI OBUTM POXKAaTh TOJ 3BY-
KW KaHOHAIBl M CAJTIOTHI «TPaloB». ¥ MHOTUX MaTepei
OT CWJIBHEHIIETO cTpecca pa3BUJIaCh arajakTus. A Te
MaTepu, KOTOpble KOPMUJIU TPYIbIO, OB HEe I0 KOHIIA
YBEpeHBI B TIPaBUJILHOCTH CBOMX JAeCTBUI. Benb BMe-
CTe ¢ MOJIOKOM OHM TepefaBai MJaJeHIIaM TOPMOHBI
cTpecca, KOTopble B M30BITKE BhIpabaThIBAJINCh B Opra-
HU3Me MaTepH.

C nosiBleHMeM peOeHKa Ha CBET HAyMHAETCsl ero
MePBBI M caMbIil OTBETCTBEHHBIN TTEPUOJ TTICUXUIECKO-
ro pas3BuTus. I1o HEKOTOPBIM HaAOIIOACHUSIM, peOeHOK
B Bo3pacTe A0 3 jeT npuolpeTraeT OOJbIIYIO YacTh WH-
dopmanmu 06 okpyxarwiieM mupe [1]. [ToaTtomy oueHb
BaXHO, YTOOBI 3KM3Hb peOeHKA U €T0 pa3BUTHE B JaHHBIN
Mepyuoa ObUTM B YCIOBUSIX MaKCHUMAaJbHOW peaau3anuu
BO3MOXHOCTEI 3TOTO Bo3pacTa. B MiameHYecKOM BO3-
pacTe TIaBHBIM KOMMYHMKATUBHBIM CPEICTBOM, C TIO-
MOIIBIO KOTOPOTO PeOEHOK MOXKET COOOIIUTH O CBOEM
COCTOSIHUM, SIBJISIETCS OOIIEHME TTOCPEACTBOM BBIpA3U-
TEJbHBIX SMOIMOHAIBHBIX peaklnii. J[pyroro cpeiacTtsa
y HETo TMoKa HeT. DMOLMOHAIBHOE pa3BUTHE MJaaeHIla
3aKJIaJbIBA€T OCHOBY OMOIIMOHAIBHBIX peakiuii B OyIy-
meM. DTa JUHUS Pa3BUTHUSI BO MHOTOM 3aBHCHUT OT YCJIO-
BUII M OKpyXeHusi pedbeHka [2, 3]. Dmouum (OT jart.
emoveo — BOJIHYIO, TIOTpsICai0) — OCOOBIN Kiacc TICUXU-
YECKUX MPOLECCOB U COCTOSTHUI, KOTOPBIE COCTABIISIIOT
HETIOCPEICTBEHHOE TepeXXnBaHUe pPeOCHKOM IEMCTBU-
TeabHOCTU. OHU OTpaXkaloT 3HAYMMOCTD JEWCTBYIOIINX
Ha Hero SIBJICHWI W CUTYalLlWii, TIeperieTaloTcs ¢ ToTpes-
HOCTSIMU M BBICTYITAIOT TTOKa3aTeJIeM TOTO, KaK IMPOUCXO0-
IIUT UX YIOBJIETBOpeHUE [4].

BaxxHOCTh M3yuyeHUs] OCOOEHHOCTEN MOIMOHATb-
HOIM cpepbl IeTeil onpenessieTcst TeM, UTO UMeeTCsT TeC-
Hasl CBSI3b SMOIMOHAIBLHOTO Y MHTEJIIEKTYaTbHOTO pa3-
BuTHs. OTMEUEHO, YTO HApYyIIEHWS B SMOLMOHATEHOM
pa3BUTHM peGeHKA BEAYT K TOMY, UTO peOEHOK He MOXET
WCTOJB30BaTh IPyrHe CIOCOOHOCTU, B YACTHOCTH WH-
TEJUTEKT, I JanbHelmero pa3sutust [5]. TTo mepe Ha-
KOTUIEHUSI XXU3HEHHOTO OIThITA HAYMHAIOT TTPOSIBISATHLCS
BOJIEBbIE JIEWCTBHSI, KOTOPhIE CTAHOBSATCS BCE CIIOXHEE.
BaxxHo TO, 4TO peGEHOK He MPOCTO y3HAeT MU, a TbI-
TaeTcsl KaKMM-TO 00pa3oM MOJCTPOUTH €ro Toja ceos.
HMIMeHHO 3TO M €CTh BOJIEBbIE JIEMCTBUSI, KOTOPBIE SIBJISI-
I0TCSI OY€Hb BaXKHBIMM TTOKA3aTEISIMUA B XKM3HMU.

«Boas — 310 0OCO3HAaBaeMas IieJieHarpaBlIeHHasT TICU-
XU4YecKkass aKTUBHOCTh, CBSI3aHHast C TIPEOHOJICHHEM
MPETSITCTBUI, TpeOylolasi cOCpeIOTOUEHUST aKTUBHOTO
BHUMaHUSI, TIPOSIBSIONIAsCS B TMpollecce TO3Ha-
HUST M YIpaBJICHUS CBOEW MPAKTUIECKOU JeATeTbHO-
cThio» [6]. BHavasle y HOBOPOXIEHHOTO JIOMWHUPYET
UHCMUHKMUBHAS OesimeabHOCMb, KOTOpasi HarpasjeHa
Ha YIOBJIETBOPEHNE BUTAIBHBIX MTOTPEOHOCTEN W HE CO-
MPOBOXIAETCS OCO3HAHMEM IIeJIM, TaK KaK COBEpIIaeT-
¢ 1o 6e3ycnoBHO-pedekTopHoMy TUIy. HO BCKOpe eii
Ha CMEHY TIPUXOINT HPOU3B0AbHASL OesmeabHOCHb, BbIpa-
JKAIOIIAsICSl B CO3HATENIBHBIX, LIeJICHATTPABICHHBIX aKTaXx.

PaznuuarmoTr axkmusenyo W naccuéHyr TIpOU3BOJIBHYIO
nesiTeibHOCTh.  [lpu  maccusnoit TpOU3BONBLHON €S-
TEJbHOCTU JAOCTUXKEHME 1IeJIM HE TIpeACTaBisieT 0co0oit
TPYAHOCTH U HE TpeOyeT 0COOBIX YCUIINiA. 3a TTOSIBJICHU-
eM MOTHUBAIlMU cpa3y CJieAyeT BBHITIOJIHEHUE AEeCTBUS
(HaTpuMep, 3aX0TeJT B3SITh UTPYIIKY U B3SIT).

Ilpu axkmueHoii TIpOU3BOJBHON AESITEILHOCTU JO-
CTIDKEHME IIeJId CBSI3aHO C TIPEOAOJCHUEM BHEITHUX
W BHYTPEHHUX TIPEMSITCTBUI. BHelIHWe NpernsiTCTBUS
OOBEKTUBHBI U HE 3aBUCIT OT pebeHKa (TTPUPOIHEIE SIB-
JIEHWSI, TIPOTUBOAEICTBUS B3POCIBIX WA IPYTUX JICTeEi).
BHyTpeHHUE MpEeMsITCTBUS 3aBUCAT OT CaMOro pebeHKa
W CBSI3aHBI C €T0 TTOPOii MPOTUBOPEYNBBIMU KETaHUSIMU,
C OMOILMOHAJILHBIM COCTOSTHUEM, YPOBHEM MPUTSI3aHUIA,
GU3NIECKMMI BO3MOXHOCTIMU [7].

TMpocreiiye MPoU3BOJbHBIE aKThl MOXKHO HaOJII0-
JaTh y MJIAIEHIIEB B BUIE OCO3HABaeMbIX lieJeHAITpaB-
JIeHHBIX AelicTBuii. Tak, B Bo3pacte 1,5—2 Mec pebeHOK
CIMOCOOEeH COCPENOTOYNTh BHMMAHWE W paccMaTpUBaTh
SIPKUIA TIpEIMET B MPOIOJIKEHNE 2—3 MUH HETPEPBIBHO.
B 10T Xe meproa OH HAaYMHAET COBEpINATh IEUCTBUS
¢ npeanMeramu, urpymkamu [8]. IlocTeneHHo ymydiia-
eTcsl KOOpAWHAIMS €ro JIBWXXEeHWI, OH TpHuoOpeTaeT
M HaKaIlJIMBaeT OMbBIT B3aMMOAEICTBUS C OKpPYXKaloIei
cpenoii. B Bo3pacTte 5,5 — 6 Mec 3TO IPUHOCUT Pe3yJIbTaT
1 peOeHOK HauMHAaeT JAelCTBOBATh MPOM3BOJIBHO, B3aM-
MOJECTBYS CO B3POCTBIMM, MAHUTTYJIUPYS TTpeIMETaMU.
K 7 Mec XuU3HM HOpMaJbHO pa3BUBAIOIINIICSI PeOSHOK,
OCBauBasl IPOCTPAHCTBO, CITOCOOEH TepeMellaTh B HeM
MpeaAMEThI, OCTaHABIWBATh WX JBUKEHWE, MEHSTh Ha-
MpaBlieHWe IBWXKEHWST W BHOBb MPHUIABATh YCKOpPEHME.
K 10—12 mec xu3HU peObeHOK yiydlllaeT CBOI MOTOPHU-
Ky U, TTOOY>XIaeMbIii B3pOCIBIMU, COBEPIIAET TOBOJBHO
MHOTO MPOU3BOIBHBIX AeiicTBriA. K 2 romaM Mpon3BoJIb-
HbIe AeMCTBUS pebeHKA HOCAT MPU3HAKKA CO3HATEIIBHOTO
BOJIEBOTO aKTa: MOCTAHOBKY 11€J1M, OPraHU3aIMI0 UCTION-
HEHUsI, a caM MPOLIeCC ACUCTBUST OUeHb MPUBJIEKATEIEH
s pebeHka. Ha TpeThbeM Tomy XKU3HU TPOU3BOJILHBIE
aKTBI COBEPIIAIOTCS TION BIUSHUEM CHUTYATUBHBIX Tepe-
JKUBaHUM, OMHAKO MPUOOPETEHHBIN OMBIT TaeT peOeHKY
BO3MOXHOCTb TIPEABUACTH HEKOTOPBIE TTOCIEACTBUS CBO-
WX AeMCTBUIA, CO3HATELHO CIEPKUBATh Te U3 HUX, KOTO-
pbIe MEIIAIOT JOCTKEHUTO LIEJTH.

B Hacrosiiee BpeMsi, Hapsity ¢ oOIMMU TTpobieMa-
MM 3I0POBbSI Y JI€TEl, CIEUATNCTHI ¢ 03a004YE€HHOCTHIO
OTMEYaloT POCT 3MOILMOHATBLHO-BOJIEBBIX PACCTPOMCTB,
KOTOpbIe BBIIMBAIOTCSI B 0oJiee Cephe3HbIe MPOOIEMBbI
B BUJE HM3KOW COLMAJIbHON amamnTaliuyi, CKJIOHHOCTU
K acolWabHOMY TOBEICHUIO, 3aTPYAHEHUI B 00OyYe-
Hur. OOHOW W3 MPUYUH HapYIIEHUS SMOIIMOHATLHO-
BOJICBOTO Pa3BUTUSI SIBIISIOTCS TIEPEHECEHHBIE CTPECCHI.
OTMeueHO, UYTO BO BpeMs CHJIBHOTO 3MOIIMOHAJIBHOTO
HampsKeHUs] TUMOOYIMYEeCKWe MeXaHU3Mbl, OOBIYHO
KOHTPOJIMpYeMble CO3HAaHUEM, B KaKOM-TO Mepe TepsIOT
3TOT KOHTPOJIb, UTO MPOSIBIISIETCS BO3BpallleHUEM K OH-
TOTEHETUYECKN W (DUJIOTEHETUYECKU paHHUM (popMam
peaxkLuii.
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YuuTeiBasi 3HAYUTETBHYIO MPOJXOIKUTETLHOCTh BO-
eHHoro KoH(paukra Ha [loHOacce M HEOOXOAMMOCTh
pelieHus TpobJieM  OJAaroNmoIydHOro BBIHAIIMBAHMS,
POXIEHUS M Pa3BUTHS JETel B CIOXMUBIIEICS CTpecco-
TeHHOM 00CTaHOBKE, HEOHATOJIOTM M TeIuaTphl IMOCcTa-
BUJIU Tiepell COOOl Iejb. W3YYUTh SMOIIMOHAIBHO-BO-
JIEBOE Pa3BUTHE NETel TPYTHOTO W PaHHETO BO3pacTa
B 3aBUCHMOCTH OT BMJIA BCKapMJIMBaHUS W OOOCHO-
BaTh €ro BHIOOP B YCIOBUSIX DKCTPEMATbHOW CHUTYyaIluu,
BBI3BAHHOM OOE€BBIMM COOBITUSIMU B PETHOHE.

XapaktepucTtuka geter u MeToAbl UCCeaoBaHNS

DMOILIMOHATLHO-BOJIEBOE  pa3BUTHE OBIIO M3Yy4eHO
y 68 nmeTeit, pOAVBIIMXCS B 30HE OOEBBIX ICHCTBUI M Ha-
XOIMBIIMXCS TTON HAOTIONEHWEM JI0 JBYXJIETHETO BO3pa-
cTa. DT IETU COCTaBUIU 1-10 (OCHOBHYIO) IpyIIy, KOTO-
past 6blja pa3mesieHa Ha IBe MOArpymnmbl. B moarpymmy la
BKJTIOUEHBI 36 IeTeit, HaXOAWBIIMXCS HA TPYIHOM BCKapM-
JIMBAaHWU B cpelHeM 10 | rosia XKM3HU, B MOATpyITy 16 Bo-
nm 32 pebeHKa Ha UICKYCCTBEHHOM BCKapMJIMBaHUU.

Bropyto (KOHTpoJIbHYIO) TpymIly cocTaBuwiu 88 ne-
Tel, MPOXWBABIIMX BHE 30HBI BOEHHOTO KOHMIWK-
Ta, B TOM 4ucie 47 aeteil Ha TPYIHOM BCKapMIIMBAaHUM
(moarpynmna 2a) u 41 — Ha UCKYCCTBEHHOM BCKapMJIMBa-
Huu (rioarpynmna 26). Bce netn Habmonanuch 10 10CTU-
SKEHMST IByXJICTHETO BO3pacTa.

OLIeHKY YpOBHSI SMOLIMOHAJIBHO-BOJIEBOTO Pa3BUTHST
JIeTeit IPOBOAVIIM C TIOMOIIBIO CTAHAAPTU30BAHHOM KITH-
HUKO-TICUXOJIOTUYEeCKOM MeToauku «[Hom». DTa MeTo-
KA pa3paboTaHa COTPYIHUKAMU OTHENA 1O U3YUYEHUIO
COCTOSIHMI pucKa (HYHKIIMOHATBHBIX W TICUXUYECKUX
pacctpoiicts HLII13 PAMH I'B. Ko3snosckoii, A.B. To-
proHoBoii, B.1. CamoxBasioBoii B 1989 1., npemioxkeHa
JUIST OLIEHKW HEPBHO-TICUXMUYECKOTO pa3BUTHUS HTOHO-
IIEHHBIX JeTell B Bo3pacte 10 3 jeT. Beibop ykazaHHOI
METOIMKHU CBSI3aH C TeM, YTO OHa TO3BOJISIET MOJYYUTh
KOMITJIEKCHYIO XapaKTepUCTUKY HEPBHO-TICUXUYECKOTO
pa3BUTUSA U TIPOBeCTU IU(depeHIIMPOBaHHbBIN aHaIN3
COCTOSTHUS pa3HBIX cep pa3BUTUS peOeHKA: CEHCOPHOIA,
MOTOPHOM, 3MOLIMOHAJIbHO-BOJIEBOI, ITO3HABAaTEIbHOMN
U TIOBeJIeHYeCKOM. B cTaThe MBI TIpeACTaBIsieM Pe3yiib-
TaThl UCCIIEAOBAHUSI SMOLIMOHAIBHO-BOJIEBOM (hYHKITUH,
ITOCKOJIBKY MeTonnka «[HOM» CTaHmapTU3MpOBaHa U C
ee TTOMOIIIbI0 MOXHO M30JJMPOBAHHO OIEHUTH TUHAMM-
Ky U OCOOEHHOCTM pa3BUTUSI KaXJoil cdepbl peOeHKa.
CoryacHO MeToauKe, TIpaduK HEPBHO-TICUXUIECKOTO
o0OcniefoBaHuUsI JeTell TpeaycMaTpuBaeT oOcCiIeqoBaHNe
Ha TIEPBOM TOAY KM3HU KaXXIBI Mecsll, Tocjie roga —
Kaxjbie 3 Mec, oT 2 1o 3 et — 1 pa3 B rojroja.

JnsT  W3ydeHUsT SMOLIMOHAIBHO-BOJEBON  cephl
HcChenyioT (GOpMUPOBaHWE M TIOCTEIIEHHOE YCIIOXKHE-
HUe U IUhGEPeHINPOBKY SMOLUMOHAIBHBIX pPeaKIInii
(yneibKa, cMeX, yauBJIeHUe, o0uaa, THEB W T.JI.), BpeMs
MOSIBJICHUST M XapaKTep SMOLMOHAJIBHOTO pe30HaHca
(CTTIOCOOHOCTh BOCTIPUHUMATh SMOILIMOHAIBHOE COCTOSI-
HUE MaTepu, OJU3KMX JIIOEH M CTeNeHb aleKBaTHOCTU
OTBETHOI 3MOIIMOHAJIbHOM peaklinu pebeHka). BoneBbie

OPUINHAJIbHBIE CTATbU

(YHKIIMY OLIEHUBAIOT IO CTEMTEHU BBIPAXKEHHOCTHU CTIOH-
TaHHOW W OTBETHOM MCUXWIECKOM aKTUBHOCTU TIPU BbI-
TTOJTHCHUY 3aaHU.

JLJIst MiccliemoBaHUsT YPOBHST Pa3BUTHSI Kaxkmoil hyHK-
MW TIpe[yTaraloT 4 3amaHus, KaXIoe BBITIOJTHEHHOE
3alaHue oueHuBaloT B 5 OawioB. [lo okoHuaHuu 00-
CJIeZIOBaHMS TIPOBOMST pacueT Ko3hPUIIMeHTa TICUXuIe-
ckoro paszButus (KITP) myrem cymMMupoBaHusl pe3y/ib-
TaToOB BCEX MOJIOXUTENbHBIX olleHOK: KITP = X(+n), toe
¥ — cyMMa OlIeHOK B Oajutax, (+#7) — OlLIeHKM 3a BCE BbI-
TTOJTHEHHBIE BO3PACTHBIC 3a/IaHMsl, (-1) — OIICHKM B OaJi-
JIaX 32 HeBBITTOTHEHHBIE 3amaHusi; 20 — yCIIOBHAs cyMmMa
6aJyuToB 3a Bce 4 3amaHusI Ha OTIPEIeICHHBIN BO3PACT.

MOXXHO TIpOM3BECTH pacueT KO3h@UIIMeHTa TICUXH-
YECKOTO Pa3BUTHSI C YIETOM MHAMBUIYATBHBIX BO3MOX-
HOCTell pebeHKa, MPeIbsIBIIsIS eMy TECThI [Tl 0oJyiee cTap-
Iero MM Oojiee MIIAMIIETO Bo3pacTa. B Takom ciydae
peGeHOK MoJyYuT Oosibiie uin MeHblie 20 6amioB. Cym-
ma 18—22 Ganna mo Kaxaoil (pyHKIIMM O3HAYaeT HOp-
My, 16—17.,9 6anna wim Beire 22 6aUIOB COOTBETCTBYET
TpyIIe pyucKa HapylIeHUs pa3BUTHS, HIXKe 16 GanioB —
IpyIIe HapyIIeHUsT Pa3BUTHSI.

Pe3ynbTathl M 06CcyxaeHue

IMpoBenaeHHBIE WCCIETOBAHUS PA3BUTHS 3MOIMO-
HaJIbHO-BOJIEBOI (DYHKIIMU Y 00CTIeTIOBAHHBIX IETe BhI-
SIBUJT 3aBUCUMOCTD €€ YPOBHS OT BHMIA BCKapMJIMBaHUS
U OKpyXarlieil ooctaHOBKU. Tak, y AeTeil, HaXOms X~
¢sl Ha UCKYCCTBEHHOM BCKapMJIMBAHUU B 30HE TTPOBeEIE-
HUSI BOEHHBIX JeWcTBUiA (Ttoarpyrmna 10), ompenesneHbl
caMble HU3KHE TTOKa3aTe/ v, HaurHasl ¢ TIepBOrO Mecsiia
xu3Hu. [IpryemM B TedeHUE BCETO MEePBOTO rofa XXKU3HU
YPOBEHb 3MOILIMOHAIBHO-BOJIEBOTO Pa3BUTHS HE MPEBHI-
aj mapaMeTphbl rpyrnmbl pucka (ot 16 mo 17,9 6amra),
a B KpUTHUYECKUE BO3PACTHBIE TMEPUOIBI CHUKAJICS ellle
6osblie (HUXe 16 GalioB) M COOTBETCTBOBA Hapyllle-
HUIO IICUXUYECKOTO pa3BUTHs (Tab.1).

Tak, B Bo3pacte 3 1 4 Mec IMOKa3aTeIN COCTaBIISUIN
15,40+0,44 n 15,81£0,60 Gamna COOTBETCTBEHHO, B 6
u 7 mec xu3Hu — 15,20+0,41 u 15,89+0,46 Ganna, a B
12 mec xu3um — 15,73%+0,51 Ganna. B TeueHue Bcero
3TOTO BpeMeHU (DUKCHpOBaJIaCh MOCTOBEpHAs pasHUIIA
co Bcemu rpynnamMu. M Tonbko B Bosdpacte 1 rom 9 mec
MBI BIEpBBIE 3aperMCTPUPOBAIM TTOKA3aTEIN, COOTBET-
cTByomue HopMme: 17,91+0,76 6anna.

Hertu, npeObIBaOIIe HAa TPYIHOM BCKapMJIMBaHUU
B YCJOBUsIX 0OeBbIX AeHcTBuUii (moarpymnma la), ume-
i Gojiee BBICOKOE SMOITMOHATBLHO-BOJIEBOC DPA3BUTHE
10 CPaBHEHUIO C MJIAIEHIIAMU, TIOJYJAIOITUMU MOJIOY-
HbIe CMECU M HAXOISIIMMUCS B aHAJIOTUYHBIX YCITOBUSIX
Ha TMPOTSKEHUM BCero repuoja HadmoaeHus. [1pu co-
MOCTaBJICHUN WX TIOKa3aTesiell ¢ TapamMeTpamMu JeTel,
MPOXUBAIOIINX BHE 30HBI BOGHHOTO KOH(JIMKTA, yCTa-
HOBJICHO, YTO pa3INuus 3aBUCEIM KaK OT BO3pacTa Jie-
Teii, TaK U OT BUJA BCKapMJIMBaHUSI.

Tak, B Bo3pacTte 1 Mec JOCTOBEPHOI pa3HUILIBI MEXITY
MoKa3aTeIsIMM O3HAYEHHBIX TOATPYIII HE BBISIBICHO.
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Hlupuna T.B. u coagm. Bri60op BCKapMIUBaHUsI IeTeil EPBOTO rofia XM3HH, MPOXUBAIONINX B YCIOBUSIX BOCHHBIX ICHCTBUIL

Ho yxe B 2 Mec XU3HM TOSIBUJIMCH PAa3INIMS ¢ MJIaJeH-
IIaMH, KOTOpble BCKapMJIMBAIUCh cMmecsiMi. Hecmotpst
Ha CTPECCOTEHHYIO CHUTYallMI0, MaTePUHCKOE MOJIOKO
U TEJICCHBIN KOHTAKT C MaTepblo CIIOCOOCTBOBAI OoJiee
BBICOKOMY YPOBHIO 3MOILIMOHAIBHO-BOJIEBOTO Pa3BUTHS
(19,64%0,44 Ganna) O CpaBHEHUIO C COIOCTABISIEMOI
noarpynmoi geteit (18,91+0,54 6anna). B 3 mec xusnu
pasHUIIAa MeXIy O3HAYeHHBIMM TIOATPYIIIaMU COXpa-
HWJIACh W TIOKA3aTeJIM B MOATPYIIe 26 JOCTUIIM Jaxe
ypoBHs Tpynmbl pucka (16,82+0,42 6amra). Ho, HecMo-
TPsT Ha TPyAHOE BCKapMJIMBAHKE, CTPECC BOMHBI BCe-TaKK
CIOCOOCTBOBAJT TOPMOKEHHUIO 3MOLIMOHAIBHO-BOJIEBOTO
paszButus (18,21%0,43 Gania) Mo cpaBHEHUIO C AETbMU,
MOJTyYaoIMMI aHAJIOTMYHOE BCKapMJIMBaHUE, HO TIpe-
ObIBaOIIMMU B MUPHBIX yciaoBusx (20,13+0,57 Ganna).
AHaJOTUYHAsT CUTYalldsl COXpaHsIach U B 4 MeC XKU3HM.
B 5 Mec XW3HU JOCTOBEepHAs pa3HUIIA MEXIY pa3BUTHEM
neTeit, Bomeammx B moarpymnmy la (18,61+£0,59 Ganna)
u noarpymiy 26 (17,54+0,50 6anna), ucyeszaer. OgHaKo
MoKa3aTe I MIIaZIeHLIEB, HAXOISIINXCS B CTPECCOTEHHBIX
VCJIOBUSIX BOWHBI U TIOJYYaIOLIUX TPYTHOE BCKapMIMBa-
Hue, 6put HUXe (18,6110,59 Ganna), HeXenu y aHaJlo-
TUYHOM TPYMIIBI AeTel o MUTaHUI0, OTHAKO MpeObIBat0-
IIMX BHE 30HBI OoeBbIX naeiictBuit (20,44+0,59 Ganna).
B 6 Mec xX13HM 3Ta pa3HULIA MEXIY BIIICO3HAUEHHBIMU
MOATPYNIIaMK  yBeln4uuiaach. Kpome Toro, mokasare-
JIN MOIIMOHATLHO-BOJIEBOTO Pa3BUTHSI JeTeil Ha ecTe-
CTBEHHOM BCKapMJIMBaHUU B CTPECCOTEHHON 0OCTaHOB-
ke (17,25%0,40 Gamta) MOCTUTIIM YPOBHS TPYIIITbl pUCKa
1 OBLTM HUXKE, YeM Y MJTaZieHLIEB 00eHX TTOATPYIII, PacTy-

IIUX B MUPHBIX YCIOBUSIX. Takoe Xe COOTHOIIeHUE CO-
XpaHWIOCh M B 7 Mec XXM3HU. B 8 Mec 3ku3HU, HeCMOTPSI
Ha TO, UTO MOKa3aTeIu JeTeil Ha TPYIHOM BCKapMIIMBa-
HUU B CTPECCOBOW CUTyallud COOTBETCTBOBAJIM TaKO-
BBIM B rpymme pucka (17,96+0,53 6anna), ToCTOBEpHOI
pPa3HUIIBI ¢ TTOKA3aTeISIMU KOHTPOJIBHOM TOATPYIIHLI 20
He 6buto. C 9-ro mo 11-i1 Mecsill XU3HU YPOBEHb IMO-
LIMOHAIBHO-BOJIEBOTO Pa3BUTHS B MTOATPYMIE la BO3poc
U JOCTUT HOpPMaJIbHBIX mokaszaresieit (ot 18 mo 20 Gan-
noB). Kpowme toro, ¢ 10-ro mo 11-it Mec XXu3Hu He ObLIO
BBISIBJIEHO JOCTOBEPHON DPa3HMIILI MEXIY AETbMHU 3TOM
TMOATPYIIIBI ¢ 00eMMU TTOATPYIIIaMU MJIaAeHIIEB, XXUBY-
IIMX B MUPHBIX YCIIOBUSIX.

B 12 Mec Xu3HM y AeTeil, HaXOIIIMXCsl Ha TPYIHOM
BCKapMJIMBaHUW B PErMOHE MPOBEACHUS BOCHHBIX Heii-
CTBMii, Mbl BHOBb HaONIONAIN CHUKEHHWE IMapaMeTpoOB
3MOLIMOHAIBHO-BOJIEBOTO PAa3BUTUS IO YPOBHSI TPYITITHI
pucka (17,29+0,47 Ganna), KOTopble ObUTM JOCTOBEPHO
HUXe, 4eM Y JeTel, He MCIBITABIINX CTpecca BOWHEI.
Takwue mokasarenmu (17,72+0,46 Ganna) HaGIIOZANTNCH
Ha mporskeHun 3—4 mec. Toiabko K TojyTopa rogam
SMOLIMOHAIBHO-BOJIEBOE pa3BUTHE B TaHHOM MOATPYIIITE
neTeit jocturiio HopMbl (18,64+0,63 6anna) 1 He UMeNTo
JIOCTOBEPHOI Pa3HUIIBI C AETbMU, TIPOXUBAIOIIUMU BHE
30HBI 0OeBBIX HeiicTBUil. B Tociiemyromem B Bo3pacTe
110 2 JIeT BKITIOYUTETLHO MBI He HAOJTIOIaIN TOCTOBEPHBIX
pa3uumii TIoKasartesiel y neTei MmoAarpynmsl la ¢ apyru-
MM TTOATPYITIAMH.

Bosiee nmeTanbHBIM aHaIM3 KOMITOHEHTOB 3MOIIMO-
HaJIbHO-BOJIEBOM (DYHKIIMM TIOKa3aJl HepaBHOMEPHOCTh

Tab6auya 1. Pa3BuTHE 3MONMOHAILHO-BOJIEBO (DYHKIMM Y 00CJIeI0BAHHDBIX JeTei
Table 1. The development of emotionally-willing function in examined children

2-s1 Tpynna

noarpynna 2a

noarpynna 26

Bospact 1-# rpymna

noarpynna la noarpynna 16
1 mec 18,62+0,58"™ 16,311+0,48"#
2 mec 19,64+0,44"* 16,02+0,50"*##
3 mec 18,21£0,43"## 15,4040,44" %%
4 mec 18,26£0,34™## 15,81£0,60"*##
5 mec 18,61+0,59*™ 16,00£0,49" %%
6 Mec 17,25£0,40"## 15,20£0,41"*##
7 mec 17,37£0,44"## 15,89£0,46"*#*
8 mec 17,96x0,53* ™ 16,00£0,52"###
9 mec 18,31£0,54*™ 16,24£0,64"*#*
10 mec 18,72£0,56™ 16,83%0,55"###
11 mec 18,39+0,55™ 16,64£0,52"*#%
12 mec 17,29£0,47"## 15,73£0,51"###
1 ron 3 mec 17,72£0,46™## 15,98+0,53"###
Iron 6 mec 18,64+0,63™ 16,45%0,69"*#*
1 ron 9 mec 19,17£0,59 17,91£0,76*
2 rona 19,27£0,61 17,97£0,64*

20,10£0,52"
20,21+0,46™ #
20,13%0,57"#
20,3240,63""#
20,44+0,59"#
20,26%0,48"#
20,39£0,50""#
20,53%0,49""#
20,4240,47"#
20,26%0,51"
20,31%0,65™
20,54+0,49"#
20,83%0,50""#
20,5740,61"
20,43%0,69"
20,48+0,64"

18,91+0,54"
18,13£0,45~"*
16,82+0,42""#
17,13+0,35""#
17,54+0,50"*
18,53+0,39""#
18,84+0,43""#
18,75+0,47"#
18,86+0,46"*
19,18+0,53"
19,07+0,56"
18,86+0,48""*
19,24+0,47""#
19,68+0,59"
19,45+0,61
19,52+0,66

e o - . s o o o
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1 HEOJHO3HAYHOCTb Pa3BUTHS €€ apXUTeKTOHUKKA. Hamu

ObITM W3YYEeHBI CJEOYIOIIMe CTPYKTYpHBIE 3JIeMEHTBI

SMOLIMOHATBHO-BOJIEBOM (DYHKIINU:

* ODMOULMOHAJbHBIE peakUnu (yJbIOKa, CMeX, TpeBorTa,
cTpax, oouma);

*  OMOUMOHAJBHBINA Pe30HaHC (CITOCOOHOCTH BOCIIPU-

HUMAaTb 3MOLIMOHAIBHOE COCTOSTHUE APYTUX JIIOAeH

1 aIeKBaTHO Ha HUX pearnpoBarh);

*  TIPOM3BOJIbHAST IESITEIbHOCTD (AKTUBHAST M TIaCCUBHas);
*  TICUXMYeCKast aKTUBHOCTD (TTPY BHITIOJTHEHUH 3aIaHWs).

JleTanbHBI aHAIM3 KakIOTO KOMIIOHEHTa ToKasal
CHIDKEHHME BBIPAKEHHOCTU 3MOLMOHATBHBIX TPOSIBICHUIA
y JeTei, HaXOMSIIIIMXCST Ha UICKYCCTBEHHOM BCKapMJTMBaHUK
B 30HE MPOBEICHNSI BOCHHBIX JIeMCTBUIA (Ta01.2).

HccrnenoBanre 3MOLMOHAIBHO-BOJIEBOI cepbl Ha-
YUHAJIOCh C OMpeAesieHUsT OOIIero 3MOLMOHAIBHOTO
(¢oHa pebdeHka. Y OONBbIIMHCTBA JeTel TOATPYIMbLI 10
SMOLIMY  XapaKTepU30BAINCh OETHOCTHIO TIPOSBICHUIA
U BBIpaXaJUCh B OCHOBHOM IUTauyeM, CKOBAaHHOCTHIO,
crtpaxoM. OCOGEHHO 3TO MPOSIBIISLIOCH Y AeTei Ha Tep-
BoM roay XusHu. [Tokazatenu Kojiebalnch B CpeaHEM
ot 3,63%0,25 mo 3,68%0,14 6amta. B mepuon popmupo-
BaHUS W yracaHWsl KOMITJIEKCa OXWBIIEHUST U3 TPEX €ro
KOMITOHEHTOB (IBUTATeJIbHOTO, SMOILMOHAIBHOTO U TO-
JIOCOBOTO) mpeobianay OOLIMK JABUTATEIbHBINA KOMIIO-
HEHT 13-3a 6oJiee BIPAKEHHOTO CHIDKEHUST IPYTHX.

B moarpynmie neteit, HaxXOASAIIMXCS Ha TPYIHOM
BCKapMJIMBAaHUU, 3MOIMOHAIBHBINA (DOH XapaKTepH30-
BaJICs 4alle MO3UTHUBHOI okpackoit. Ilokasaremm smo-
IIMOHAJIBHBIX PEaKLMi ObLTM JOCTOBEPHO BBILIE, YeM
y JeTeil, TOoMyJaBIINX MOJIOYHBbIE CMECH, U KOJIeOaInCh
Ha repBoM rofy xku3Hu ot 4,19+0,15 no 4,41+0,23 Ganna.
HyXHO 0TMeTUTh, 4TO 60Jiee BBICOKME ITapaMeTphbl HAMU
3aperucTpUpoBaHbI B Oosiee paHHeM Bo3pacTte (4,4110,23
0ayioB B 3 Mec XXU3HU). 3aTeM MouTu 10 1,5 JeT oHu Ha-
Xoauauch Ha ypoBHe 4,20%0,14 6amta. Toapko K 2 ronam
MX ypoBeHb BbIpoc 10 4,90+0,17 Ganna.

OPUINHAJIbHBIE CTATbU

HacTpoenue nmereii, HaXOISIIUXCSI Ha MCKYCCTBEH-
HOM BCKapMJIMBaHWU B CTPECCOBBIX YCIIOBUSX, 10 6 Mec
KM3HU OBbLIO KpailHe HEeYCTOMYMBBIM, B 12 Mec XU3HU
MPOSIBIISIACH TIPU3HAKU pa3apaxkuTelbHocTH. Ha BTO-
POM TOAY XKU3HU Y OOJTBITMHCTBA I€TE DTOM MOATPYITITHI
SMOILIMOHAIbHBIE PeaKIIUU MPOSIBISTIUCH UMITYJIbCUBHO-
CTBIO M UICTEPUKAMH.

M3yueHne apyrux mnokasatejeil SMOLMOHAIbHO-BO-
JIeBOi cdephl y HIeTeil mokasano cienytomee. CpemHuit
BO3PACT ITOSIBJICHUST OTBETHOM YIBIOKM Ha YJIBIOAOIIIeecs
JIIIO B3POCJIOTO Y IETei, HaXOMSIINXCS Ha MCKYCCTBEH-
HOM BCKAapMJIMBaHUU B 30HE TIPOBEIECHUS BOEHHBIX
NEeWcTBUiA, cocTaBisin 3,9 mec, a y AeTel, MoayyaBIINX
rpynHoe mosioko, — 3,2 mMec. OO011ast crmocoOHOCTh BOC-
MPUHUMATH SMOLIMOHABHOE COCTOSTHUE OKPYXKAIOIINX
M aIeKBaTHO Ha HUX pearnpoBaTh y NeTell Ha HCKYC-
CTBEHHOM BCKapMJIMBAHUY TaKKe ObLJIa HIDKE.

KpomMe TOro, HeoOGXOAMMO OTMETHUTh 3alepKKY
MPOU3BOJIBLHON AEATEILHOCTH 3TOM MOATPYIITBI JeTei
Ha BCEM TIPOTSKEHUU HAOIIOAEHMSI. DTO BBIPAXXaJloCh
B GoJiee TTO3IHUX CPOKaX JeTell CO3HATEbHO U TIPOU3-
BOJILHO PETYJIMPOBATh CBOIO AESITEIBHOCTD, UTO HaXOMH-
JIO OTpaxkeHHe B €1aboii 3aMHTepeCOBaHHOCTH pebeHKa
TSHYThCSI K UTPYILIKe, OpaTh IpKUe TIpeAMETHI, B Oojee
MO3THUX CPOKAX IMOJI3AaHUS U MPSIMOXOXACHMS, YCBOE-
HUST OPYAUHBIX OTIEPALIUIA.

Takxum obOpa3zom, HaOJIOIEHNWE 3a IETbMU B IIEPUO]L
CTPECCOTEHHOTO BIIMSIHUSI BOOPYXKEHHOTO KOHMIMKTA
Ha JloHbacce, comoCTaBlieHHe KauyeCTBEHHBIX W KO-
YECTBEHHBIX XapaKTEPUCTUK SMOIIMOHATHLHO-BOJEBOTO
Pa3BUTHS MJIAJICHIIEB C Pa3TMYHBIM BUIOM BCKapMJIMBA-
HUSI TTO3BOJIUIIO CIeIaTh HaM CJIeAYIOIINE BHIBODI:

1. YpoBeHb pa3BUTHSI 3MOLMOHAJIBHO-BOJIEBOW (DYHK-
LIVM y IeTeli 3aBUCHUT OT BUAAa BCKapMJIUBAHUS 1 OKPY-
JKaroliei 00CTaHOBKM.

2. 'V nmeteii, HaXOOAIIMXCSI Ha UCKYCCTBEHHOM BCKapM-
JIUBAaHWM B 30HE TIPOBENECHUSI BOSHHBIX IEHCTBUIA,

Tabauya 2. InHaMuKa MoKa3arteJieil SMOIMOHAIbHO-BOJIeBO (DYHKIMH Y 00C/I€I0BAHHBIX JeTei
Table 2. The development of emotional-volitional function in the investigated children

Bospact
IToka3arenn IToarpynmbr
3 mec 6 mec 12 mec 2 roga

DMOLOHATBHbIE la 4,41+0,23 4,20£0,16 4,19+0,15 4,90+0,17
REAKITHI 16 3,63%+0,25" 3,65%0,15° 3,68%0,14" 4,32+0,16°
DMOLMOHATBHbBII la 4,46£0,29 4,40+0,23 4,54+0,17 4,87+0,20
PE30HAHC 16 3,36%+0,30" 3,50%0,21° 3,97+0,16 4,74%+0,21
[pousBosbHAs es- la 4.34+0,25 4,55%+0,19 4,56£0,17 4,86£0,17
MEEHEOENS 10 3,54%0,24" 3,90£0,18" 3,93+0,16" 4,26+0,15°
Tlcuxmyeckast aKTHUB- la 5,00%0,22 4,10+0,20 4,00+0,22 4,64+0,19
LICSIE 16 4,871+0,21 4,15%+0,19 4,15%+0,18 4,65+0,17

la 18,21+0,43 17,2540,40 17,294+0,47 19,27£0,61
OO0u1ee 3HaYEHKE

10 15,40£0,44" 15,20£0,41" 15,73£0,51" 17,97£0,64

IIpumeuanue: "J10CTOBEPHO 1O CPABHEHUIO C MTOATPYIIION la.
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3.

Mlupuna T.B. u coaem. Bei6op BcKapMIMBaHUS IETEH TIEPBOTO TOJIA KU3HU, TPOKUBAIONIMX B YCIOBHSX BOGHHBIX IEUCTBUI

OMpeNesIeHbl CaMble HU3KHWE MOKa3aTeInd Pa3BUTHUS
9MOIMOHATBLHO-BOJIEBOM (DYHKIMU, HE TIPEBBIIIAI0-
1€ TaKOBBIE TPYMITbl PUCKA, & B KPUTUUECKUE BO3-
pacTHbIE TEPUOAbI COOTBETCTBYIOIIME HAPYIIEHUIO
TICUXWYECKOTO PA3BUTHSI.

Jetu, nonyyaroiye rpyiHoe BCKapMJIMBaHUE B YCJIO-
BUSAX OO0EBBIX JENCTBUI, uUMenu 0ojee BBICOKOE
3MOLMOHAIBHO-BOJIEBOE DPA3BUTHE [0 CPABHEHMIO
C MJIaIEHLIAMM, TOJIyYalOUIMMHU MOJIOYHBIE CMECH
U HaXOISIIIUMMUCS B AaHAJTOTUYHBIX YCITOBUSIX.
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KJINMHUYECKUE CJTYHAU

I'mukoreno3 Tuna IXa — JUArHOCTHUKA, 0COOEHHOCTH KJIMHHYECKHX l'[pOSIB.]'IeHI/lﬁ N JIeYeHUA

M.U. Hononckas, E.A. Hukonaesa, A.H. Cemaukuna, O.H. Komaposa, M.JI. babasH,
M.H. Xapabaoze, FO.H. /lasvidosa, A.P.3abpoduna

060cobneHHoe CTPYKTYpHOE noapasaeneHme «<HaydyHo-mnccnenoBaTenbCknin KIIMHUYECKNA MHCTUTYT NeamaTpum M. akaae-
muka tO.E. Benstuwesa» reQY BO PHUMY nmenun H.U. MNMuporoea Munsppasa PP, Mocksa, Poccus

IXa glycogenosis — diagnosis, features of clinical manifestations and treatment

M. I. Yablonskaya, E.A. Nikolayeva, A.N. Semyachkina, O.N. Komarova, M.L. Babayan,
M.N. Kharabadze, Yu. I. Davydova, A.R. Zabrodina

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University, Ministry
of Health of the Russian Federation, Moscow

Imukoreno3 Tuna IXa — camblii 4acThlii M3 H3BECTHBIX K HACTOSIIEMY BpeMeHH 15 THIOB IIMKOreHo30B. 3a0oeBaHue nMeeT X-clien-
JICHHOE PelleCCUBHOE HACJIeJ0BaHHE, 00YCIOBIeHO MyTausaMi B reHe PHKA2, Nokain30BaHHOM HAa KOPOTKOM ILIeYe XPOMOCOMBI
X B peruone Xp22.13. OcHoBHbIE NPOSIBJIEHUS DOJIE3HHU: 3a1ePKKA POCTA, yBeJIMIeHHe PA3MepPOB NeYeHH, IMU30/1bl THIONTHKEMHUM,
KeT032 HATOMLIAK, MOBbINIEHHE B KPOBH YPOBHS XO0JIeCTEPHHA, JMIONPOTEHIOB HU3KOIl MJIOTHOCTH, TPHIIMIIEPUIOB, MEYEHOUHBIX
TpaHcamMuHa3. Bo MHOTHX ciiyyasix TedeHHe 00JI€3HM MOXKET ObITh OTHOCHUTEILHO JIETKHM, YTO 3aTPYAHSET PAHHIOW JUATHOCTUKY
¥ CBOeBPeMeHHOe Ha3HayeHue Tepanuu. [IpuBenenbl KIMHHYECKUe HAGIOEHNS 3a ABYMSI IETbMH U3 HEPOJCTBEHHBIX ceMeii ¢ 0/u-
HAKOBOii roM03uroTHoi Mytanueii c.884G>A (p.Arg295His, nim R295H) B rene PHKA?2. Tlog4epKHYTbI CXOICTBO M PA3IH4Msl KJIH-
HUYECKO# CUMIITOMATHKM, MPEACTABIEHbI 0COOEHHOCTH BeJeHUs NAIMEHTOB.

Karouesvte caosa: demu, eaukoeenoz muna IXa, 3adepycka pocma, 2aukemusi, Kemos, XoAeCmepuH, MpaHCAMUHA3bl, MYyMayus
¢.884G>A eena PHKA2, duema, KyKypy3Hblii Kpaxman.
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IXa glycogenosis is the most common of the currently known 15 types of glycogenosis. The disease has X-linked recessive inheri-
tance, is caused by mutations in the PHKA2 gene localized on the short arm of X chromosome in the Xp22.13 region. The main
manifestations of the disease: stunted growth, increased liver size, episodes of hypoglycemia, fasting ketosis, increased blood levels
of cholesterol, low-density lipoproteins, triglycerides, liver transaminases. In many cases, the course of the disease can be relatively
mild, which complicates early diagnosis and the timely administration of therapy. Clinical observations of two children from unrelated
families with the same homozygous ¢.884G> A mutation (p.Arg295His, or R295H) in the PHKA?2 gene are presented. The similari-
ties and differences in clinical symptoms are emphasized, and the features of patient management are presented.

Key words: children, [Xa glycogenosis, stunted growth, glycemia, ketosis, cholesterol, transaminases, c.884G> A mutation of the
PHKA?2 gene, diet, corn starch.
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Cpe)m HACJIEeJICTBEHHBIX Ne(eKTOB 0OMEHa YyrieBo-
JIOB 0CO00€ MECTO 3aHUMAIOT 0OJIE3HU HAKOTLJIe-
HUS TJIMKOTE€HAa, WIN TJIMKOTeHO3bl. [JIMKOreH — BbI-
COKOMOJICKYJISIDHBIN ~ TToJiucaxapuja, OOpa3oBaHHBIN
OoCTaTKaMU [JII0OKO3bl, I1aBHas (hopma 3amacaHust yrie-
BOJIOB Y XXMBOTHBIX U OJIMH U3 OCHOBHBIX UCTOYHUKOB

sHepruu [1]. TepMUH «TTTMKOTEHO3BI» O0BEINHSIET PSIIL
TeHETUYECKU OOYCIOBJIEHHBIX 3a00JeBaHUI, TIPU KO-
TOpBIX HaOJOAAeTCs] HapyllleHWe CUHTEe3a, MOOWJIM-
3allMu WJIM Jerpajallui TJUKOTeHa U OTJIOXEHUE ero
B HEM3MEHEHHOM BHIE WM B BUIE He(DU3UOTOTHYE-
cKux (opM B pa3IMYHBIX OpraHax v TKaHsx. Hanbosb-
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Sononckas M.H. u coasm. Inukoreno3 tuna [Xa — quarHoctrika, 0cOOEHHOCTH KIMHUYECKUX MTPOSIBIICHUI U JIEUSHUST

1ee KOJUYECTBO TJIIMKOT€HA CONEPXKUTCS B TIEYeHWU,
CepIeYHOM U CKeJETHBIX MBIIIIIaX, Toykax. K HacTos-
IeMy BpEeMEHM WM3BECTHO 15 TUTIOB TJIMKOTEHO30B,
tun IXa gaBisgercs caMbIM 9acThIM [2].

Imukorenos Tumna IXa nmeer X-crenjaeHHoOe perec-
CMBHOE HacJieloBaHUE U OOBIYHO XapaKTepU3yeTcs CO-
BOKYMHOCTbIO KJIIMHUKO-JIa0OPATOPHBIX TOKa3aTesei,
BKJTIOYAIOIINX 3aJePKKY pOCTa, YBeJUUEeHUE pa3MepoB
MeYeHn, BMU30AbI TUTIOTIMKEMHWU, KeTo3a HaTOoIaK,
MOBBIIIIEHNE B TJIa3Me KPOBU YPOBHSI XOJIECTEpPUHA,
JIMTIONPOTEUAOB HU3KOW TUIOTHOCTH W TPUTIUILIEPU-
OB, yMEPEHHOE TTOBBIIIIEHNE AKTUBHOCTH TTeY€HOTHBIX
TpaHcamMuHa3. OZHAKO BO MHOTHUX CIIyYasX TedeHHe
060JIE3HU MOXKET OBITh OTHOCUTEIBHO JIETKUM M TaKue
MPU3HAKM, KaK 3aep>kKa pocTa U TUTTOTJIUKEMUSI, MO-
ryT HabJ01aThCsl HE Y BeeX nalMeHToB [3]. Dto cozna-
eT oTNpeleeHHbIle TPYIHOCTH paHHEH JIMArHOCTUKU
U CBOEBPEMEHHOTO Ha3HaYeHUs Tepanmuu. B KadyecTBe
WITIOCTPAllMU TIPUBOAUM UCTOPUM OOJIE3HM ABYX ITa-
LIMEHTOB, HAOTIOAABIIMXCS B HAIlEel KIIMHUKE.

IMamuent 1. Manbuuk BrmepBble OBLI 00CemOBaH
B HUKMU neanatpum amOys1aTopHO B MSITUJIETHEM BO3-
pacte B CBSI3M C 3aIepKKOi (PU3NYECKOTO pPa3BHUTUS,
yBeJMUEeHUEeM pa3MepoB XUBOTa. M3 aHaMHe3a U3BeCT-
HO, 4YTO peOGEeHOK OT TepBOi, HOPMAJTbHO TPOTEKAB-
et 6epeMeHHOCTH, (DU3UOJTOTUIECKUX POIOB B CPOK,
Macca Tesa nipu poxaeHnu 3200 1, mmHa Teaa 57 cM.
Ha nepBoM roay xu3Hu obOpaian Ha ce0si BHUMaHUeE
VBEJMUEHHBIN XWBOT, HabJomaicss Heo(hOpMIEeHHBIN
cTys 10 7 pa3 B CYyTKHU, yacTas pBota. [IcuxoMoTopHOE
pa3BUTHE COOTBETCTBOBAJIO BO3pacTy. 3aaepKKa pocTa
craja oyeBuaHON ¢ 1,5 jetT. [ukoreHo3 y maiapumka
BIIepBBIE€ OBLT 3aMMOI03PEH IO MECTY XXUTEIbCTBA B BO3-
pacte 1,5 yieT BO BpeMs TOCIIMTAIN3alii B CTAallMOHAP
B CBSI3U C OCTPBIM TaCTPOIHTEPUTOM HEBBIICHEHHOM
STUOJIOTUU, KOTOPBIN TIpOTeKaJ C TermaToMerajueil,
TUTIOTJIMKEMUE, TUTIepIUTTUIEMUEil U TTOBBIIICHUEM
rnmokasareJjieli TpaHCaMuWHa3 TeuyeHM (acrapTaTaMMHO-
TpaHcdepassl, ACAT) u amaHMHaMUHOTpaHcdepasbl,
ANAT). Bbimy MCKITIOYEHBI: LIeIMaKus, MyKOBUCIIHIO03,
renmatutel B u C, 6one3up Bunbcona—KoHoBanoBa.
WUccnenosanue JHK st BEISIBIEHUS TEeYEeHOYHBIX TH-
ITOB TJIMKOTEHO30B HEe TTPOBOIMIIOCH.

Ha xoHcynbTaTMUBHOM TIIpvieMe Bpada-TeHeTHUKa
HWKW neauaTpuu U3 aHanm3a 1aHHBIX POJOCIOBHOM,
CO CJIOB MaTepu, CTajo U3BECTHO, YTO Y ABOIOPOIHOTO
JISITV TI0O MATEPUHCKOM JIMHUU OBIJT YCTAHOBJICH OMAar-
HO3 riauKoreHo3a [X Tuma (pe3yabraThl oOcienoBa-
HUSI POJICTBEHHMKA He TpeacTaBieHbl). Poct pebeH-
Ka B BO3pacTe 5 JIeT HUXE CPEIHEro — COOTBETCTBY-
et 10—25-My MmepLeHTUII0, UMeJICS U30bITOK Macchl
Tejia MO0 OTHOIIEHUIO K POCTYy — Macca COOTBETCTBYET
25—75-my niepueHtuato. O6paiano Ha ce0s BHUMaHUE
yBeJWUEeHWEe pa3MepoB KMBOTA C YMEPEHHO BBbIpaKeH-
HOI BeHO3HOM ceThio. [TaabmaTopHO MeYeHb BBICTYITA-
Jla Ha 5—6 ¢M U3-TIoa Kpast pebepHOl Iyru, Kpailt poB-
HBII, YIIJIOTHEHHBIN; ceJie3eHKa HE MaJbIIMPOBaIach.

Pezyasvmamur nabopamopuvix U uHCMpPYMEHMAAbHBIX
Memo0o8 uccredoganuss (no npedcmasieHHuviM Medu-
YUHCKUM OoKymeHmam). YpOBEHb TIJIIOKO3bl B TLJIa3zMme
KPOBHM yTPOM HATOIIAaK CHUXEH 1o 2,5 — 2,8 MMoJib/1
(Hopma 3,2 — 5,5 MMoJb/1), YPOBEHBb XOJieCTepUHA
U Tpurauuepuaos 5,5 u 1,3 MMoJb/J1 COOTBETCTBEH-
HO (B mpemeslax HOPMalbHBIX 3HAYEHWIA), TTOBBI-
IIeH YpOBEHb JUMONPOTEUIOB HU3KOW TUIOTHOCTH
no 4,0 mmonb/a1 (Hopma 1,55 — 3,36 Mmounb/n), TO-
kazatenu AcAT no 339,5 ME/n (Hopma no 45 ME/n)
u AnAT no 233,4 ME/n (Hopma no 40 ME/n). [Tpu mo-
HUTOPUHTE YPOBHS TJIOKO3bl KaXable 3 4 OTMeda-
JlaCh TUTIOTJIMKEMUSI YyTPOM HaTollak — 2,5 MMOJb/J
u B 21.00 — 3 MMOJB/J; TUTIEPTJIMKEMUSI HE 3aperu-
crpupoBaHa. MccienoBaHue KHUCIOTHO-IIETOYHOTO
coctossHust (KIL[C) kpoBU BBISIBUJIO MPU3HAKU MeTa-
oonmyeckoro anmupo3a: pH xanwmangprHoit xposu 7,33
(Hopma 7,35—7,44), cmeenue 0yepHbIX OCHOBaHUI
(BEb) —3,1 mmounb/n (Hopma £2,0 mmonb/n). B ana-
JIN3aX MOYM TOJIOKUTENbHAs peaklns Ha COomepXKaHue
KeToHOB: +++. [Ipn yabTpa3ByKOBOM MCCIIETOBAaHUU
(Y3U) opraHoB OpIOILIHOW TOJIOCTH M TOYEeK OOHa-
pyXeHa TremaTtoMeraausi ¢ TU(M@Y3HLIM TTOBBIIIEHUEM
OXOTEHHOCTH TTapeHXUMBI TIeUeHU, YMEPEHHOE YBEJIH-
YyeHUe pa3MEepPOB CEIe3eHKU.

Ha ocHOBaHUM COBOKYITHOCTHM JAaHHBIX aHaAMHe3a,
TeHeaJOTUYEeCKOTO aHaiu3a, KIMHWUYECKUX TPOSIBIIE-
HuUll 3a0o0jieBaHUSI M Pe3yJIbTaTOB 0OOCJIeTOBaHUS 3a-
MOJ03PEeH MEYECHOYHBI TUT TJMKOTEHOBOM OOJIe3HMU,
HauboJjiee BeposiTHO, Tun [Xa. B pesynabraTe mMoseky-
JISPHO-TEHETUYECKOTO MCCAEAOBAHUS TIPU TTOMOIIU
MeToJa KJIMHUYECKOTO 3K30MHOTO CEKBEHMPOBAHUS,
MpoBeleHHOTro B jabopatopun «[eHOTEeK», B 9-M 3K30-
He reHa PHKAZ2 oOGHapykeHa paHee ONMCaHHasi TeMHU-
3urotHasi mytauus ¢.884G>A, mpuBeamias K 3aMeHe
aprMHUHA Ha TUCTUAMH B TTOJIOXXEHUU 295 MOJEKYIIbI
oenka (p.Arg295His, niu R295H). Takum obGpasom,
NMArHo3 riavkoreHo3a tumna [Xa Obu1 moaATBepKIeH.

ManbunKy peKOMEHIOBAHO JIeYeHHe, BKITIOUYaB-
ee coboneHue nueTbl No5, yBearuuyeHre KoJIuuecTBa
MPUEMOB MUK 10 6—7 pa3 B IeHb, TeMaTONPOTEKTHUB-
Has Tepanus (ypcoae3okcuxojenas KucioTa). Mcxons
W3 TIOKaszaTejieii MOHUTOPUHTA COJAEpPKAHUS TIIIOKO-
36l B KPOBU, C IIEJbI0 CHWXKEHMSI pUCKA TUTOTJIHNKE-
MWW Ha3Ha4eH MPHUEM CBhIPOTo KYKYPY3HOTO Kpaxma-
Jla BO BTOpO#1 TTOJIOBMHE AHS U3 pacyeta 1,7 r Ha 1/Kkr
Macchl Tena.

IIpy auHAMUYECKOM KOHTpOJEe 4Yepe3 8 Mec OT-
MedeHa TIOJIOKUTENIbHAs TMHAMUKa B BUIC YJIydlle-
HUS OOIIEro caMO4YyBCTBUSI pebOeHKa, YMEHbBIICHUS
o0beMa XMBOTA W BBIPAXXEHHOCTH BEHO3HOW CeTH
Ha koxe. CoxpaHsiach HEpe3KO BBIpakeHHasl THUTIO-
rukeMus Haromak 2,9—3,0 mmoab/a. Ilpu uccneno-
Banun KIIIC kpoBm ormpenesnsyicss He3HAYUTEIbHBIN
CYOKOMITEHCUPOBAHHBINI ~ MeTabOJMYECKUIl  alumo3:
pH xamumnspaoit kposu 7,368; BEb —2,3 MMonb/m,
JJakTaT KpPOBW B Ipeaeiaax HOpMbl — 1,27 MMoab/n
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(HopMma 1,0—1,7 mmonb/n). B ananuzax Mouu KETOHYpUSI
He onpenensiach. CoXpaHsIOCh YBEIMYEHUE pa3MepoB
MeYeHN ¢ HepaBHOMEPHOM 3XOT€HHOCTBIO TApeHXUMBI,
HeOOoJIbIIIoe YBETMYEHUE pa3MepOB CeIe3eHKU.

IMpoBeneHa KoppeKUUsT OUETUYECKOTO JIEUeHUS,
BKJIIOUABIIIAsl YMEHbIIEHUE OJU JIETKO YyCBaMBaeMBbIX
VIJIEBOJOB M yBeJMUEeHNE KOJMYECTBA MOTPEOIIeMOTO
6esTKa; peKOMEHI0BAaHO MOBBIIIIEHNE TO3UPOBKHU ChIPO-
ro KYKypy3HOTO KpaxMasa o 2 T/KT B CyTKU. PekomeH-
JIOBAaHO CYTOYHOE MOHUTOPUPOBAHUE YPOBHS TJIOKO3bI
B OTIEJNEHUM TaCTPOIHTEPOJOTUU TIO0 MECTY KUTENb-
CTBa C IENbIO BBISIBIIEHUS] BPEMEHU MaKCHUMaJbHOTO
CHMXXEHUS COJepXXKaHUS TJIIOKO3bI JUISI pellleHUus] BO-
Mpoca O JOTIOJTHUTEILHOM TIpUeMe TTHIIIN.

ITanuent 2. ManbumK BIIEpBBIe 0OCIeIOBAH B OTIE-
JICHUW HACJIeJICTBEHHBIX U BPOXICHHBIX 3a001eBaHUI
HWKMW nennatpuu B Bo3dpacte 9 net. [Toctynun ¢ xka-
JJ06aMu Ha yBeJIMYeHHE pa3MepoOB KUBOTA, TTOBBIIIEH-
HYIO yTOMJISIEMOCTb. ITo HaHHBIM TEeHEeaJOTM4eCKOro
aHajau3a, caydyai B CEMbe — CIIOPaTUYeCKUA.

M3 aHamMHe3a M3BECTHO, YTO PeOEHOK OT TpeThei
OepeMeHHOCTH, TIpOTEeKaBIleil ¢ Yrpo3oil TpepbiBa-
HUSI, OT BTOPBIX MpPEeXIEBPEMEHHBIX POIAOB Ha CPOKeE
36—37 "Hen. Macca npu poxaeHuu 3058 1, miuHa Tena
50 cM, outeHka 1o mKaje Amnrap 8/8 6amnoB. 3akpuyan
He cpa3dy. B paHHeM HeoHaTaJbHOM TIepHOJe TUATHO-
ctupoBaHo Turnokcuueckoe nopaxenue LIHC II cre-
MeHM, TTape3 KUIIeUHWKa, TeMOpparndecKuii CAHIPOM.
ITcuxoMoTOpPHOE pa3BUTHE COOTBETCTBOBAIO BO3PACTY.
C mepBbIX Mecs1eB XXU3HU oOpalliaio Ha ce0sl BHUMa-
HUE yBeJUYeHUEe pa3MepoB XuBoTa. B Bo3pacre 1 roma
2 MeC MaJb4MK HaxOAWJICS B CTallMOHApe MO MECTY
KUTEJhCTBA C TMArHO30M OOCTPYKTMBHOTO OPOHXWTA,
Ille Y HEero BIepBble ObLIa BBISIBIIEHA TeraToOMeTraus,
BBICOKHMI YpOBEHb TpaHCAMWHA3 TeYeHU, U3MEHEHMUS
B nunugHoM oOoMmeHe. [lpu manbHeiimem oOciemoBa-
HUM OBUTU UCKJTIOUEHBI BUPYCHBIE TEIMaTUThI, MyKOBHC-
numo3, 0oyie3Hb [ome, mapa3uTapHble MHBa3UM, JIIMO-
JIMO3, HENOCTATOYHOCTD 0, -aHTUTPUIICHHA. B Bo3pacTe
4,5 neT BHiepBBIe OB 3aMOA03PEH TEYECHOUHBINA THII
IIUKOreHo3a, npeamnonoxureabHo tun 111, ITpoBoan-
nmack JJHK-gmarnoctuka IIl tTuma ramkoreHosa: Me-
TOAOM TMPSIMOTO aBTOMATHMYECKOTO CEKBEHUPOBAHUS
ObLTM McclienoBaHbl 3K30HH 4, 5, 12, 19, 20, 21, 32, 33,
34, 35 rena AGL — u3MeHEHU1 HYKJIICOTUIHOM Moce-
JIOBaTEIbHOCTHU HE BBISIBIICHO.

Ilpu oGcnenoBaHMM B OTHEJNeHUU: (pU3MIECcKOoe
pa3BuTHe pebeHKa cpeaHee, TUCTApMOHWYHOE, C W3-
OBITKOM Macchl Tejla: POCT COOTBETCTBYeT 50—75-My
MEepLEeHTUI0, Macca Tejla Oojee 97-ro TeplEeHTUIIS
(oxupeHue 2-ii creneHu). KMUBOT yBeJUYEH B pas-
Mepax, MeYeHb BBICTYMaeT HUXe Kpasi pebepHOo Iyru
Ha 6 cM, YIUTOTHEHa, cejie3eHKa He yBeandeHa. OTMe-
yaeTcsl «KYKOJIbHOE» JIMIIO, HeOOoJbllas MbIlIeYHas
TUTIOTOHUSI, BaJIbI'yCHas neopmalius rojeHei.

Pesynbratel 1abOpaTOPHBIX W WHCTPYMEHTANTb-
HBIX METOIOB HcciemnoBaHus. [ToBTopHOe oTmpeaene-

KJINMHUYECKUE CJTYHAU

HUEe YPOBHS TJIFOKO3bI KPOBW HATOIIAK OTKJIOHEHUIA
OT HOPMBI He BBIIBUIIO. [Tpu MpoBeaeHUN TITIOKO30TO-
JIEPaHTHOTO TECTa C YTJIEBOAHBIM 3aBTPAKOM OTMEYEHO
MOBBIIIEHNE YPOBHS TJIOKO3bI A0 8,2 MMOJb/N (HOP-
Ma a0 7,8 MMoJib/a) yepe3 1 4 mocie mpueMa MUIlU.
ConepxaHue B KPOBHM TJMKUPOBAHHOTO TeMOTIOOM-
Ha Alc OGbUTO B mpeaenax HOpMBI U cocrtaBuio 4,8%
(Hopma 4,0—6,2%). Habatonanoch MOBBIIIEHUE COMEP-
KaHUS B TUTa3Me KPOBU XoJieCTepuHa — 6,8 MMOJIb/JI
(Hopma gm0 5,8 MMmousb/n), Tpurauuepuaos — 2,14
mMmoJib/n (Hopma 0,55—1,7 MMosb/1), TUTIONMPOTEU-
OB HU3KOW miaoTtHoctn — 4,85 Mmonb/n, AcAT —
57 ME/n, AnAT — 88 ME/n. Uccnenoanue KILC
KPOBM BBIIBWJIO TNMPU3HAKU CYOKOMIIEHCHPOBAHHOTO
MeTabonuyeckoro aumpo3a: pH kammiangpHoit Kpo-
Bu 7,39, cmemienue OydepHbix ocHoBaHuili (BEDb)
— 2,7 mMonb/n. B o0iieM aHaiu3e MOYU KETOHYpPUS
coctaBusia 5,5 Mmonb/a (Hopma MeHee | MMOIb/7).
VY3W opraHoB OpIOITHON TOJIOCTH U MOYEK: pa3Mephl
MeYeH! yBeJIWUYEHbI, HMDKHUI Kpail BBICTyMaeT U3-TIO
pebepHoit ayru Ha 7,0 cM, 3XOT€HHOCTb MapeHXUMBbI
MOBBIIIIEHA, dXOCTPYKTYpa MapeHXUMbI HEOAHOPOIHA:
C yepeJoBaHNEM YYaCTKOB MOBBIIIEHHON U HECKOJIBKO
CHUKEHHOW 3XOT€HHOCTH, COCYIUCTBIM PUCYHOK Iie-
YyeHU 00eHEeH; ceJie3eHKa He yBeJIUUeHa.

Ha ocHoBaHWM maHHBIX aHaMHe3a, xapakTepa Te-
YyeHUs 3a601eBaHUS, COBOKYITHOCTH PE3yJIbTaTOB TMPO-
BEIEHHBIX MCCIIeNOBaHUI y pebeHKa ObLT 3aMmoa03peH
rankoreHo3, Tun IXa. B mabGopaTtopum HaciaeacTBEH-
HBIX Oose3Heit ooMeHa BemecTB ®T'BHY «Menuko-
TeHeTUYECKUI HayYHBIM LEHTpP» TMPOBEIeH YacTUd-
HbIll aHanu3 reHa PHKA2, B 9-m 3K30He oOHapyxXeHa
paHee omnMcaHHas reMusurorHast myraunusi c.884G>A
(p.Arg295His, unu R295H). Takum obpazom, y Maib-
yuKa ObLT YCTaHOBJIEH AWATHO3 TIIMKOTreHo3a, TuI 1Xa.
PexomeHnnoBaHO neyeHUe ¢ cobogeHueM nueThl NS,
cyOKaJoOpuiiHOE€ MHUTAaHUE C OTPAHWYEHUEM XKHUPOB
U JIETKOYCBaMBaeMBbIX YIJIEBOAOB; ITPUEM YPCOIE30KCH -
XOJIEBOW KUCOTHI, KOHTPOJIb TIUKEMUU 110 TITIOKOME-
TPy MO MECTY KUTEJbCTBA.

3a mpomenmue 2 TOoma HAOMIOIEHUS OTMede-
HO yMeHbIIeHWe W30bITKa MacChl Tejla, yMEHbIe-
HUe oObeMa XWBOTa, HEKOTOpOE YJIydlleHHe CamMo-
qyBcTBUsI. COXpaHSIOTCS KajJoObl Ha TOBBIIIEHHYIO
YTOMJISIEMOCTb, OTMEUAalOTCS TEePUOAUYECKHUE TPU-
CTYTBI TOJTOBHOM 60 Ha (pOHE IMKOJIBHOW HAaTrpy3KH.
TuneprnukemMun He HabJIOmaeTCsi, HOPMaJIU30BaKChH
nokasatenu TpaHcamMuHa3 AcAT m AnAT B miasme
KpPOBHM, OTMeYeHa TEHICHIUS K CHUXEHHWIO YpOB-
HsT XojectepuHa g0 6,0 MMOJNb/JI, TPUTJIUIEPUIOB
no 2,05 MMoOJIb/JI, COXpaHsIETCsl TOBBIIIEHUE COIEp-
KaHUS JTUTIOTIPOTEUIOB HU3KOM TUIOTHOCTH — 4.5
mmoub/n. Tlo pesynbratam Y3U BwisiBisieTCsl TenaTo-
Meranusi, 6e3 CyliecTBeHHOW AuHaMWKu. [Ipu3HaKoB
MeTaboJIMIeCKOTO aluao3a He OTMEYeHO, B OOIINX
aHaJM3aX MOYU — HETTOCTOSITHHASI KETOHYpUSI. 3a BpeMs
KaTaMHEeCTUYeCKOTo HabJoJeHUs B XOoAe obOciienoBa-
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HUS Y MaJIbYMKa OblJa IUaTHOCTUPOBAaHA COMYTCTBYIO-
asi maToJOTHsI: OpOHXMabHas acTMa, aTOIMMJecKas,
TUTIMYHAsI, CPEIHETSIKeI0e TeUYeHUe, CUHIPOM Y-
HeHHoro uHtepBana Q—7.

06cyxnapeHue

ImukoreHoBast 6ose3Hb TUIAa [Xa OTHOCUTCS K «T1e-
YEeHOYHBIM» TJIMKOT€HO3aM M OOYyCJIOBJIeHa MyTallusi-
MU B reHe PHKA2, KOTOPbIA KOAUDYET o,-CyObeau-
Huy kuHasel ¢ochopunassl (EC 2.7.11.19). lanHas
CcyObeIMHMUIIA MMEeT BBICOKMI ypOBEHb 3KCIIPECCUU
B meueHu [4]. YcraHoBieHO, 4TO y raukoreHosa [Xa
CIETJIEHHBIN ¢ XpomocoMoii X THUIT HaclielOBaHMS
[2, 4, 5]. B nogaisiionieM OOJbIIMHCTBE OMUCAHHBIX
B JIUTepaType HaOMOAeHU OOJIbHBIE OBLIM MYXKCKOTO
nona. B 1999 r. 6b11 KapTUpOBaH M CEKBEHUPOBAH TeH
PHKA2, moxann30BaHHBII Ha KOPOTKOM IIJIeUe XPOMO-
combl X B peruone Xp22.13 u cocrosiiiuit u3 33 sK30-
HOB [6]. B pesynbrate necdexra renHa PHKA2 B TKaHsX,
MPEeUMYIIECTBEHHO B TeUYeHU, MPOUCXOAUT HAKOTLIE-
HUE TIMKOTeHa HOPMaJIbHOW CTPYKTYyphl [7]. U3BecT-
HO, YTO JAHHBIM THUM TJIMKOT€HO3a SIBJISIETCS CaMBIM
yacThIM [8].

COBOKYMTHOCTh MPOSIBJICHUI TIIMKOT€HOBOM 0o0Jie3-
Hu tuna [Xa BKJO4aeT 3aaepKKy pocTa, rernatoMera-
JINIO, TIOBBIIIIEHWE aKTMBHOCTU TpaHCaMMHAa3 TEeYeHHU,
TUTIePJUTTUIEMHUIO, JIETKYIO TUMOTJIIMKeMUI0, MeTabo-
JINYECKUil auuao3 u KetoHyputo. CteneHb BbIpaXkKeH-
HOCTM KJIMHUYECKUX U OMOXMMUYECKUX TIPU3HAKOB
YMEHbIIIAeTCsl ¢ BO3pacTOM OOJIbHOTO BILJIOTH IO TTOJI-
HOT'0 MCUE3HOBEHUS y B3pOCIbIX. B HacTosiee Bpems
HEeT CBENEeHWI O pa3BUTHUM TMEYEHOYHON HET0CTATOY-
HOCTH y mauueHToB ¢ IXa tTumom riamkoreHosa [7, 9].
HauGonee yactbie nmpu3Haku 3abojieBaHUS — TernaTo-
Merajavsi 1 yMepeHHOe TOBBbIIIeHUe B KPOBU aKTUB-
HOCTM TEYEeHOYHBIX TpaHCaMWHa3. 3ajaepxkKa pocTa,
TUTIEPJUTTUAEMUS U TUTIOTJMKEMUSI MOTYT HaOJI10aTh-
csl He y Bcex nanuueHToB [7]. OOBIYHO caMbIM paHHUM
CUMIITOMOM, KOTOpBIii oOpaiiaer Ha ce0si BHUMaHUE
poauTesieil U Bpayeil U MOXET MPUCYTCTBOBATh C PO-
KIEHUS, SIBJISIETCS yBeJIW4YeHUe y pebeHKa pa3MepoB
JKMBOTA 32 CUET reraToMeTalui.

Hamu HaGnomanuch aBO€ MaJbYMKOB C TJIMKOTEe-
Ho3oM Tuma [Xa 13 HepoJACTBEHHBIX ceMeil. ¥ oboux
nereii B pesyabrate JIHK-nccnenoBanus BuisiBIeHa re-
musuroTHast mytaiusi R295H B rene PHKAZ2, xotopast

Tabauya. OcHOBHbIE KJIMHAKO-1a00paTOPHbIE MPU3HAKH Yy ABYX 00JBbHBIX ¢ NIMKOreHo3oM Tuna IXa u omunakoBoii R295H-myra-

nueii B reie PHKA2

Table. The main clinical and laboratory features in two patients with glycogenesis type IXa and the same R295H mutation in the

PHKA?2 gene

KiIMHHKO-71a00paTOPHBIi ITOKA3aTe b IMamuent 1 ITaumenT 2

Bo3spacT Ha MOMEHT yCTaHOBJICHUSI AMAarHo3a 5 et 9 ner
VBenuyeHue pa3MepoB KUBOTA + +
Yacras pBoTa B MJIaJIEHYECKOM BO3pacTe + —
YacTerit HeoOpMIIEHHBIH CTYJT B MJIAIEHYECKOM BO3PacTe + =
3anepkka pocTa A —
M30bITOK Macchl Tena + +
VBenuyeHue pa3MepoB MeYeHUu + +
YBenuueHue pa3MepoB CeJIe3eHKU + —
TunornukemMus I =
[unepriaukemus — +
M3MmeHeHMe mapeHXUMBbI IeYeHHM 10 TaHHBIM Y3 U + +
Mertabonuueckuii aluao3 + +
Keronypus + +
TunepxosiecrepuHeMus — +
TuneprpuriunepuaeMust — +
TloBbIIEHNE YPOBHS JIMITONTPOTEUI0B HU3KOM IJIOTHOCTHA B KPOBH 4 4
[loBblllIeHME YPOBHS TpaHCAMKUHA3 B KPOBU + +

IIpumeuanue. "+" mpu3HaK uMeeTcst; "—" MPU3HAK OTCYTCTBYET.
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paHee Obla ornucaHa B auteparype [5—7]. Hecmotps
Ha HaJM4yuMe OJHOIM W TOW Xe MyTauuu, y HabJromaaB-
IUXCA HAMU OOJIBHBIX UMEJNUCh pa3iudyusl B TeYCHUU
3aboneBaHusl (cM. Tabiuily). 3amepkKa pocTa, TMITO-
IJIMKEMUS U yBEeJIMYEHNUE pa3MepoB CeJIe3eHKHN oTMeva-
JIUCh TOJIBKO y manueHTa 1. ¥ nmanueHTta 2 aivHa teja
OblJ1a HOPMaJIbHOM, TIPM TTOBTOPHBIX HMCCIEI0OBAHUSIX
He OBLIO 3aperuCTPUPOBAHO IMU300B TUITOTIUKEMUH,
YTO, TO-BUIAMMOMY, SIBUJIOCH MPUUYMHON OoJjiee O3 -
HUX CPOKOB YCTaHOBJIEHUS y HEro JAMarHo3a rimkKore-
Ho3a. B crmekTpe nunumaoB y namueHTa 2 OblIn Oojee
BBbIpaXKeHHBIE U3MEHEHMST: OTIPEIEIISIICS MTOBBIIIEHHBII
YPOBEHb XOJIeCTepUHA M TPUIJIMIIEPUIOB B TIIa3Me
KpoBu. HeoOxommMo OTMETUTH, UTO pa3nndus GpeHOo-
TUIUYECKUX TIPOSIBJIEHUI 3a0o0jieBaHUS y OOJBbHBIX
C OIVMHAKOBBIMU MYTALIMSIMU OTIHMCAHBI B JIUTEpAType
[8, 10]. IpuunHbI TaKoi BaprabEIbHOCTU CUMITOMA-
TUKU TTOKA TOUHO HE YCTaHOBJIEHHBI.

Imukoreno3, tunm IXa yacTto paccMaTpmBalOT Kak
NOOpPOKAYeCTBEHHOE COCTOSIHME, TaK KaK KIMHWYe-
CKME CUMIMTOMBI OOBIYHO YJIYYIIAITCS C BO3PACTOM.
Tem He MeHee y OOJIBHBIX HEPEJIKHU XKaJloObl Ha yTPeH-
HIOIO TOIIHOTY W PBOTY, HEYCTOWYMBBINA CTYJ, YTO MO-
JKET TIPUBECTH K YaCTBhIM MPOITyCKaM 3aHATHI B IIKOJE
U TPYAHOCTSIM B 00y4eHUM. 3a7iepXKa pocTa BbI3bIBaeT
rcuxoiorndeckuii nuckomapopt. K peakum ocioxHe-
HUSM TeYeHUsI 3a00J1eBaHUSI OTHOCUTCST (DOpMUpPOBaHUE
¢ubpo3a neyeHn. Bece 3Tn XKajTo0OBI M OCITOXKHEHUS CBSI-
3bIBAIOT C TUMOTJIMKEMUENW U HaJUYMEM XPOHUYECKOTO
KeTo3a, Jaxe MpPU YCTAaHOBJIEHUM Y OOJIbHBIX OTHOCH-
TeabHOUM Hopmoriaukemuu [3]. TToaTomy cBOEBpemMeH-
Has IMarHOCTUKa, Teparnusl U HabJIIoieHUe TaKUX 00JIb-
HBIX SABJISIOTCSI HEOOXOANMBIMU.

Jleuenue rnukoreHo3a tuma IXa maroreHeTnueckoe
M BKJIIOYAET YaCThI peXuM mutaHus u auety. Llenb
NUETUYECKOTO JIeYeHUsT — TIOIepKaHUe ONTUMAaJIbHO-
T'O YPOBHS TJIMKEMUU W CHUKEHHUE PUCKA OTCPOYECHHBIX
OCJIOKHEHUU TIpU 3TOM 3abosieBaHUU. PekomeHayeT-
ca 6—8-pa3oBoe MUTAHKME C BKIIOYEHUEM |—2 HOYHBIX
KOPMJIEHU B 3aBUCUMOCTH OT YPOBHST TUTTOTJIMKEMUH.
M3-3a HapymieHuss QyHKIMU MMeYeHU OOJIbHBIM Ha3zHa-
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Takum o6pa3oM, MalMEHTHI C TJMKOTEHOBOU 00-
ne3Hblo Tumna [Xa HyxnaroTcs B HaOMOAEHUN Tienua-
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JUIST TIPOBEIEHUSI HEMPEPbIBHOTO MOHUTOPUPOBAHUS
YPOBHSI TJIIOKO3bI B KPOBU C 1I€JIbI0 OINTUMAaJIbHOTO
noabopa AMETUYECKOTo JICUEHUsI, OTpeesIeHUs] KpaT-
HOCTHM TIpueMa IMUILIKU U T03UPOBKU KYKYPY3HOTO Kpax-
mana. HeobOxomumo xoHTponupoBaTh y Hux KIIC
KpPOBHU U YPOBEHb KETOHYPUH.
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Hosas myranus ¢.2010delG rena CLCN5 npu 60s1e3um [lenta y 11-1eTHero Majibuuka,
CTPAJAIoIEero HepoauTHA30M U HE(DPOKAIBIIMHO30M

b. Kyay, O. Canvakau, O. Cakannuoeny

YHuepcuteT bauwkeHT, ccnepoBaTensckas 6onbHUUa 3i06eiiae XaHym, Namup, Typums

A novel mutation ¢.2010delG of CLCN5 gene associated with Dent disease-1 in an
11-year-old male with nephrolithiasis and nephrocalcinosis

B. Kulu, O. Sancakli, O. Sakallioglu

Baskent University Ziibeyde Hanim Research Hospital, 1zmir, Turkey

Bounesns Jlenra-1 (ren CLCN5) HaclienyeTcst peniecCMBHO, CIEIIEHHO ¢ X-XPOMOCOMO#, M XapaKTepu3yeTcsl IPOTeHHypHeii 3a cueT
HHU3KOMOJIEKY/ISIPHBIX 0€JIKOB, rHNepKajbIuypHeii, He)poKaIbUMHO30M, PelHAUBHPYIOLIE MOYEeKaAMEHHOIi 00J1e3HbI0 U HAPACTAI0-
1Ieil MoYe4HOoi HeJOCTATOYHOCTbIO. 2KEeHIMHBI SABJSAIOTCS HOCHTEISIMHA M O0BIYHO CTPAJAIOT HE3HAYMTEbHO. MbI mpeacTaBisieM
HaOmonenue 11-1eTHero pedeHka ¢ He()poKaJbIMHO30M U HedpoauTrHazom ¢ myranueii ¢.2010delG (umm p.Asp671fs) rena CLCNS,
KOTOpasi panee He ObLia onucaHa npu oose3nu lenra-1.

Y 6a0ymku npodanaa Oblia AMATHOCTUPOBAHA NMOYEYHAS HEJOCTATOYHOCTb HesiCHOro rene3a. Ilpu du3ukaabHOM 00C/I€10BAHUI
MaJIbYMKA MATOJIOTHA He OOHAPYIKEHO, POCT M APTepUAJIbHOE AaBJIeHHE B MpeeaX BO3PaCTHhIX napaMerpoB. OKcanarsl B MoYe,
HUTPATHI HATPHS, MOYEBAsl KMCJIOTA, OUKAPOOHAT HATPUs, BUTAMUH D M ypoBeHb MapaTropMoHa ObLIM B MpenesiaX HOPMAJIbHBIX
3Havenmii. Onpenensnach runepKaIbuHypuu (9 Mr/Kr B CyTKH), IPOTEHHYPHS 32 CYT HU3KOMOJIEKYIAPHBIX 0eJIKOB (YPOBeHb [B,-Mu-
KporiooyiuHa 5280 mMkr/a, Hopma menee 250 MKr/a) B cyTounoii Mmoue. Peadcopouus docdaros (TPR) Haxoaunach Ha HU3KOM
ypoBae — 88%. Ilo nmauHbiM ynbTpacoHorpaduu BbIsBJIEH JIBYCTOPOHHMI (pa3Mepom 10 4 MM) HeOOCTPYKTHBHbI HedpoiuTHas
U HedpokaabiuHo3. MoleKyIApHO-TeHeTHYECKUil aHaau3 o0Hapyxuia mytamuio reia CLCNS5 ¢.2010delG (mmm p.Asp671fs) co
C/IBUTOM PAMKH, KOTOpPasi ObLIA WAEHTU(UIMPOBAHA KAK CTONM-KOAOH (CM. PUCYHOK). YUMTHIBASH BBIPAJKEHHYIO THIIEPKAJIbIHYPHIO,
MANMEHTY ObLTH HA3HAYEHbI INTPAT KAJIUS M THA3HIHBIE TNy PETHKH.

ITouyeynblii TYOYISPHDIIA aLMA03, IUCTAJIBHBINA THII, MEIY/UISAPHASA ry0YaTas MOYKa, HEOHATAJIbHBII HePOKAIBIMHO3, BO3AEHCTBHE
neTIeBbIX NYPETHKOB, HAC/IEICTBEHHAS TYOY/IONATHs, XDOHMYECKAS THIIOKATNEMHUS 1 0eTa-TalacceMus SIBJISIOTCS OCHOBHBIMH 32-
00JIeBAHMAMM, TIPUBOSIINMH K HehPOKAILIMHO3Y KAK C TMIIePKAIbIMYPHUeii, TaK U 0e3 TakoBoii. HopmaibHbiii ypoBens pH KpoBu,
HHU3KOMOJIEKYJISIPHAS IPOTEMHYPUsl, TUTIEPKAJIBIMYPHS U HU3KMIi YPOBeHDb TYOYasipHO#i peadcopoumu docdaTos 6e3 runepkabime-
MHH YKa3bIBAIOT HA HACJIEJICTBEHHYIO TYOyIonaTuio — 0oJe3Hb JlenTa y Hamero nanuenTa. [eHeTHYECKMil AHAIM3 TAKIKE MOATBEPIAIT
JIMArHO3 — BbisiBJieHa MyTaius rena CLCNS.

Karoueevte caosa: demu, neghporumuas, myoyronamust, Hepokanvyuros, 6oaresmus Jenma, CLCNS.

Ansa untuposauuns: Kyny b., CaH4yaknu O., Cakannvorny O. Hosasi myTauums ¢.2010delG reHa clcn5 rnipu 6one3Hun eHTta y 11-1eTHero masib-
4uKa, cTpajaloLlero HegpoanTnasom n HegppokaabumHo3om. Poc BecTH nepuHaton v negmatp 2018; 63:(2): 70-72. DOI: 10.21508/1027—-
4065-2018-63-2-70-72

Dent’s disease-1 (CLCN5 gene) is a rare X-linked recessive tubulopathy characterized by low molecular weight proteinuria, hyper-
calciuria, nephrolcalcinosis or nephrolithiasis, proximal tubular dysfunction and renal failure in adulthood. Females are carriers and
usually mildly affected. We present an 11-year-old child with nephrocalcinosis and nephrolithiasis with ¢.2010delG (or p.Asp671fs)
mutation in CLCN5 gene which had not previously been reported in the Dent’s disease-1.

Keywords: child, tubulopathy, nephrolithiasis, nephrocalcinosis, Dent’s disease, CLCNJS.

For citation: Kulu B., Sancakli O., Sakallioglu O. A novel mutation ¢.2010delG of clcn5 gene associated with Dent disease-1 in an 11-year-old
male with nephrolithiasis and nephrocalcinosis. Ros Vestn Perinatol i Pediatr 2018; 63:(2): 70-72 (in Russ). DOI: 10.21508/1027-4065-2018-
63-2-70-72

nosis; hypercalciuria with hypercalcemia, hypercalciuria
without hypercalcemia and hyperphosphaturia [1].

INTRODUCTION

Nephrocalcinosis is characterized by the deposition
of calcium in the kidney paranchyma and tubules.
It is associated with conditions that cause hypercalcemia,
hyperphosphatemia, and the increased excretion of calci-
um, phosphate, and/or oxalate in the urine. According to
the laboratory results, three groups can be formed in pa-
tients with nephrocalcinosis to make a differential diag-

© KonnekTtne aBToOpoB, 2018

Anpec 1151 KOppecToHIeHIMM:

Sakallioglu Onur — Doc. Dr.

Department of Pediatrics, Baskent University Ziibeyde Hanim Research
Hospital, caher Dudagev Bulvar no: 175 Bostanli Kersiayaka, Izmir, Turkey

Dent’s disease-1 is a rare cause of hypercalciuria with-
out hypercalcemia. It is characterized by low molecular-
weight proteinuria, hypercalciuria, nephrocalcinosis,
nephrolithiasis, and chronic renal failure. In about 60%
of patients with X-linked nephrolithiasis, a mutation in the
CLCNS5 gene is detected (Dent disease type 1), whereas
in 15%, the disease is due to a mutation in the OCRL gene
(Dent disease type 2) [2—4]. Due to be X-linked, males
are affected more severely, but females are carriers and
usually only mildly affected in both forms of Dent’s dis-
ease [5].
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Kyay b. HoBast mytanus ¢.2010delG rena clenS npu 6ose3Hu [leHTa y 1 1-JeTHero Majibumka...

CASE REPORT

An 1l-year old boy was referred for nephroli-

mm’_rm:mi-ﬁl' al LT u ul 1!'."

thiasis and nephrocalcinosis. He denied any renal
disease, trauma, diarrhea or constipation at past

iy ——
-
. |

medical history. The grandmother had renal failure
of unknown origine at medical family history. There
was no pathological finding on the physical examina- =
tion, including growth parameters and blood pres-
sure according to age group. Laboratory findings
were normal except hypercalciuria (9 mg/kg/d), 88%
tubular phosphore reabsorbtion rate, low molecular
weight proteinuria (B, microglobulin 5080 mcg/L,
n <250 mcg/L) in 24 hour urine, bilateral 4 mm non
obstructive nephrolithiasis and nephrocalcinosis at
ultrasonography. Urinary oxalate, citrate, uric acid,
serum bicarbonate, vitamin-D and parathormone
values were also normal. Genetic analysis revealed
mutation ¢.2010delG (p.Asp671fs) in the CLCNS
gene that was detected in frame shift and identified as a stop
codon (Figure). The patient was given potassium citrate and
thiazide for persistant hypercalciuria.

DISCUSSION

The clinical diagnosis of Dent’s disease is based on
the presence of LMW proteinuria, (elevation of B,-mi-
croglobulin, clara cell protein RBP — retinol-binding
protein) and/or about five fold above the upper limit
which is pathognomonic for Dent’s disease), hypercalci-
uria (>4 mg/kg per days characteristic for Dent’s disease)
and diagnosis should include at least one of the presence:
nephrocalcinosis, nephrolithiasis, hematuria, hypophos-
phatemia or chronic renal disease [6, 7]. Our patient ful-
filled the criteria of the group of hypercalciuria without
hypercalcemia rather than the groups of hypercalciuria
with hypercalcemia and hyperphosphaturia among the
three groups of nephrocalcinosis. Distal renal tubuler
acidosis, medullar sponge kidney, neonatal nephrocal-
cinosis, loop diuretics, inherited tubulopathies, chronic
hypokalemia and beta thalassemia are the underlying
diseases in association with the group of hypercalciuria
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Figure. The mutation ¢.2010delG (p.Asp671fs) in the CLCN5 gene
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without hypercalcemia at nephrocalcinosis [1]. Normal
blood pH, low molecular weight proteinuria, hypercal-
ciuria and lower tubular phosphore reabsorbtion rate
(TPR) without hypercalcemia pointed out inherited tu-
bulopathy and Dent’s disease in our patient. Genetical
analysis also confirmed the diagnosis with the mutation
in CLCN5 gene.
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In summary, a new mutation ¢.2010delG (p.Asp671fs)
in the CLCNS5 gene that was first detected in frame shift
and identified as a stop codon in our patient. Dent’s dis-
ease should be kept in mind in nephrocalcinosis with hy-
percalciuria, low molecular weight proteinuria and normal
blood pH at male patients.
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XuopuaHas auapes y peoeHka 8 mec XKu3H!
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Chloride diarrhea in a child 8 months old

LN. Zakharova', I.D. Maykova?, O.A. Kuznetsova®, L.V. Goncharova?, I.N. Kholodova',
G.E. Zaydenvarg', Yu.A. Dmitriyeva’, S.N. Borzakova’, E.V. Radchenko?®, A.S. Vorobyova®
'Russian Medical Academy of Continuous Vocational Education of the Ministry of Health of Russia, Moscow; °Bashlyayeva
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3Pirogov Russian National Research Medical University, Ministry of Health of the Russian Federation, Moscow, Russia

XiopuaHas auapesi — peakoe reHeTHYeCKH JeTePMHUHMPOBAHHOE 3a00/IeBaHKe, 00YCJI0BIeHHOE MyTanusivu reHa SLC26A3 u xapak-
Tepu3yloleecs NMOsBJIEHHEM CTOMKOIi BOISHUCTOI TMaPeN C NMepBbIX JHell KU3HU pedeHKa. 3a00ieBaHie CONPOBOXKIAETCS PA3BH-
THEM THIIOKATHEMHYECKOT0 THIIOXJI0PEMHYECKOTO aIKa103a. OCOOEHHOCTH KIMHHYECKOH KAPTHHBI M META00IMIECKHX HAPYIICHHI
NPH BPOKIEHHOM XJIOPHIHO# JUapee ONnpeaeisioT He00X0MMOCTh NpoBeaeHus T depeHIraIbHOi JUATHOCTHKY ¢ HIMPOKUM CleK-
TPOM NATOJOTHYECKAX COCTOSHHIA, YTO YACTO MPUBOIUT K NMO3/IHEI MIOCTAHOBKE JUATHO32 M YBEJIHYMBAET PHCK PA3BUTHS OCJIOKHE-
Huii. B cTaThe nmpeacTasiieH KIMHAYECKHI PA300p MalMeHTa ¢ BPOKIEHHOI XJIOPUIHOI Anapeeii, onpeieieHbl KDUTEPHH TUATHOCTH-
KU 3200JI€BaHNsI, PACCMOTPEHbI BO3MOKHbIE OIMOKH B MPOIIECCE TMATHOCTHYECKOTO MOMCKA, OMMCAHA TAKTHKA BeJleHUs peOeHKa.

Karouegwte caoea: demu, eposcoennas xa10puonas ouapes, 2uNOKaauemus, 2unoxiopemus, memaboauveckuii arkanros, een SLC26A3,
Jughgpepenyuanvrasn ouaznocmuxa, nevenue.

Ansa untupoBanus: 3axaposa U.H., Marikosa W1./[]., Kyaneuosa O.A., [oH4yapoBa J1.B., Xononosa W.H., 3ariaeHBapr I".E., Amutpnesa [0.A.,
bop3sakoBa C.H., Pag4yeHko E.B., Bopobbsesa A.C. XnopuaHas anapesi y pebeHka 8 mec xu3Hu. Poc BecTH nepuHaton v negmatp 2018; 63:(2):
73-78. DOI: 10.21508/1027-4065-2018-63-2-73-78

Chloride diarrhea is a rare genetically determined disease caused by mutations of the SL.C26A43 gene and characterized by the appear-
ance of persistent watery diarrhea from the first days of the child’s life. The disease is accompanied by the development of hypokale-
mic hypochloraemic alkalosis. Features of the clinical aspects and metabolic disorders in congenital chloride diarrhea determine the
need for differential diagnosis with a wide range of pathological conditions, which often leads to late diagnosis and increases the risk
of complications. The article presents the clinical analysis of a patient with congenital chloride diarrhea, the criteria for diagnosing
the disease, the possible errors in the diagnostic search process, describes the tactics of the child’s management.

Key words: children, congenital chloride diarrhea, hypokalemia, hypochloraemia, metabolic alkalosis, SLC26A3 gene, differential di-
agnosis, treatment.

For citation: Zakharova I.N., Maykova 1.D., Kuznetsova O.A., Goncharova L.V., Kholodova I.N., Zaydenvarg G.E., Dmitriyeva Yu.A., Borzako-
va S.N., Radchenko E.V., Vorobyova A.S. Chloride diarrhea in a child 8 months old. Ros Vestn Perinatol i Pediatr 2018; 63:(2): 73-78 (in Russ).
DOI: 10.21508/1027-4065-2018-63-2-73-78

1945 1. J. Gambler u D. Darrow omHOBpeMeHHO
OMHUCaNM JBa CJIydyas TSDKEJIOW BPOXIEHHOU nma-
peu. Pe3ynbraThl 1a60paTOPHBIX UCCAENOBAHUNI Y Ma-
JIEHIIEB B O0OMX CIyYasX XapakKTepu30BaJUCh BbICOKOMN

KOHLIEHTpaLMel XJIOpUI0B B KaJjle, CHUXKEHUEM DKCKpE-
LMK XJIOPUIOB C MOYOM, TMITOXJIOpEMUE, TUITOKAJINE-
Mueil m MetaboiaudeckuM ankajao3oM [1, 2]. Ilo mHe-
Huio J. Gambler u coaBT., maToreHe3 3a00JeBaHUSI MOT
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OBITh CBSI3aH C MOBBIIIEHHOW SKCKpelreil MOHOB XJI0opa
B KUIIEYHHK, YTO TTOCTYKUJIO OCHOBAHUEM TSI TIEPBO-
rO Ha3BaHMS 3a00JIeBaHUST KaK «BPOXKICHHBIN aKajio3
¢ nuapeeit» [1]. Tlocnmenyworiiue uccieaqoBaHUSI MPO-
JIEMOHCTPUPOBAIMU, YTO AuUapesi oOycIoBIeHa Majibabd-
copOIMeii MOHOB XJIopa B KUIEYHUKE, TIPU ITOM Me-
TaOOJUYECKUI alikajio3 He SIBJSIETCS] 00s13aTeIbHBIM
MpU3HAKOM. DTU JaHHBbIE OBIIU MOJIOXEHBI B OCHOBY
COBPEMEHHOr0 Ha3BaHUsl 3a00JieBaHMSI, W3BECTHOIO
KaK 6pojcoeHHasn xaopuonas ouapes |3].

3aboneBaHue BCTpevyaeTcsl MOBCEMECTHO, MPU 3TOM
HaunboJbIIasi JacToTa 3adukcupoBaHa B DOUHISHIUU
(1:30 000—1:40 000), IMToabmie (1:200 000), Kyseiite
u CaynoBckoit ApaBuu. B ctpanax Ilepcuackoro 3anvBa,
10 pa3HbIM JaHHBIM, YaCTOTa BPOXKICHHON XJTOPHIHOM
muapen gocturaer 1:3200—1:5000, 4TO TIpEenmONOXM-
TEJIbHO OOYCJIOBJIEHO BBICOKOW PACIpOCTPAHEHHOCTbIO
OGJIM3KOPOICTBEHHBIX OPaKOB B pernoHe [4—6].

BpoxxneHHass ximopumHasi auapesti SIBJISIETCS  ayTo-
COMHO-PEIIECCUBHBIM 3a00JI€BAHMEM, B OCHOBE KOTO-
poro sexaT myTtanuu reHa SLC26A3, TOKaIn30BaHHOTO
Ha 7-11 xpomocome [7, 8]. JlaHHBII TeH KOIUPYeT TpaHC-
MeMOpaHHBIII  OEJIOK-TIEPEHOCYNK,  PACTIONOXKEHHBII
Ha aNWKaJbHOW TTOBEPXHOCTU STMUTEIMAIBHBIX KIIETOK
MOJB3/IOIIHON M TOJICTOM KUIIIKU U Peryaupyroiui 00-
MeH noHoB CI- 1 HCO,~ Mex/y NpocBeTOM KUIIEYHUKA
U BHYTpPEHHe! cpenoit opranusma. JuchyHKIus TpaHc-
rmopTepa, o0ycIoBIeHHas myTaiueit reHa SLC26A43, pu-
BOIWT K HApYIIEHWIO BCACBIBAHUST MOHOB XJIOpa U CEKpe-
MM OMKapOOHAT-aHMOHOB. BTOPMYHO MO OTHOIIEHUIO
K noHooOMeHHMKY Cl7/HCO,” Hapymiaetcss pabota
TpaHCIopTepa, PeryJupyroero oOMeH HOHOB BOIOpoa
u Hatpus (H*/Na* noHoooMeHHuka). PesynbsraToMm aTnx
nedexroB sBisietcst motepsi NaCl B KuIlIeYHUKE C pa3-
BUTHEM BOASIHUCTON nuapeu, boraroii xjopom. B otcyT-
CTBUE aJcKBATHOM 3aMEeCTUTEbHOM Teparuu
TUTIOXJIOPEMUST U TUITOHATPUEMUS CITOCO0-
CTBYIOT aKTUBAIlUU peHUH-aHTUOTEH3WH-aJTb-
noctepoHoBoii cuctembl (PAAC), cieactsuem
YEero SIBJSIETCSl yCWieHue peabcopOumu Ha-
TPUS B IMCTAJTBHBIX OTAEIaX TOJICTOM KUIITKU
U JIUCTATbHBIX W3BUTBHIX KaHajbllax Hedpo-

NpoceeT DaueyHKca

cL

KJINMHUYECKUE CJTYHAU

IlpeHnaranbHasi OMoXuMMYecKasi AUMAarHOCTUKa 3abosie-
BaHMSI HeBo3MOHa. OrnpeneneHue comepkaHus Xjaopa
B aMHUOTHYECKOM XUIKOCT UMEET HeOOIbIIIOe TUarHO-
CTUYECKOEe 3HAYeHME, TaK KaK B PEryysiliuy €€ 3JIeKTPO-
JIMTHOTO COCTaBa yyacTBYeT rutatieHTa [ 14].

ITocne poxneHust 3aboaeBaHUe TIPOSIBISIETCS] YBEIU-
YeHWEeM pa3MepoB KMBOTA, OTCYTCTBUEM OTXOXICHUS
MEKOHUS, BOASIHUCTOU arapeeli, He 3aBUCSIIEN OT BUIA
BCKapMJIMBaHUSI, 3HAYUTEIBHOM TIOTepelt B Macce B paH-
HEeM HeOHATaJbHOM TIEPUOIE, 3aTSKHBIM TeYeHUEM
KOHBIOTAIIMOHHOM XenTyxu (puc. 3). YBeauueHue oobe-
Ma XXMBOTa B COYETAHUH C OTCYTCTBHEM MEKOHUSI CITYXKUT
OCHOBaHMEM [IJIST MCKITIOUEHUST KUIIEYHON HETPOXOa-
MOCTU M YacTO MPUBOIUT K HEOIpaBIaHHBIM XUPYpPTH-
YeCcKMM BMEIIIaTeJIbCTBaM B TEepHOJIe HOBOPOXIEHHO-
ctu. Ilpu aroM mpodysHasi nuapesi U3HAYAJIbHO YacTO
ocTaeTcsl He3aMeYeHHOM, TTOCKOJIbKY pa3KMKeHHbIe Ka-
JIOBBIE MacChl IPUHUMAIOTCS 3a Mouy pebeHka [15, 16].
ITpu peHTreHosornueckom uccienoBanuu u Y3U omnpe-
NIEISI0TCS pacIIMPEeHHBIE METIN KUIIEYHNUKA ¢ OOJTbIITIM
cofiep>KaHWeM XUIKOCTY 1 BO3/lyXa B IMPOCBETE.

K nabGopaTopHbIM TIpM3HaKaM XJIOPUIHOW JMapeun
B TIEpUO/Ie HOBOPOXKIEHHOCTU OTHOCSTCS THUTIOXJIOPEMMSI,
runoHaTpuemus. [Ipyu OTCYTCTBUM aleKBaTHON KOppeK-
LMY B TIOCJIEAYIOIEM, TI0 MEepe CTAHOBJIEHUSI aKTUBHOCTHU
PAAC, mipucoeauHsOTCs TUTIOKAIMEMHUST U MeTabode-
ckuii ankanos [3]. BonsiHucras nuapesi coxpaHsieTcst B Te-
YeHUe BCell XXKM3HU MAllMEeHTOB, YacTo TIPUBOIS K (hOpMHU-
poBaHuIO 3HKompe3a. [Ipu rccnenoBaHuM Kaja oOpariaer
Ha cebsl BHMMaHME BBIPAKEHHOE YBEJIMYEHME KOHIICH-
Tpauuu xjopuaoB (>90 MMosnb/m), Tipu 3ToM ypoBeHb Cl-
B KaJjie MpeBbIIIaeT CyMMapHyto KoHieHTpauuio Na* u K*.
B GruoxuMmyeckoM aHajM3e KPOBU B OTCYTCTBHE aleKBar-
HOM KOPPEKIIMK CTOMKO COXpaHSIETCST TUTTOKATMEMUYECKUIA
TUTIOXJIOPEMUYECKUI  alKano3, TMIepaIbI0CTEPOHU3M,

/AN

Ma*

-

HOB TIOYEK. YcuJieHue peabcopOlMy HaTpusl

I HCOy
0 co; \ {
L3 )
r LY

COIIPOBOXIAETCS TMOBBILIEHHON 3KCKpeLuen
KaJuvsi, 4YTO M OTMpenessieT OCHOBHBIE Jlabopa-
TOpHBIE U3MEHEHMSI, BBISIBJIsSIEMBIE TIPU 3a00-
JIeBaHWM, — TUIOXJIOPEMUIO, TUITOKATUEMUIO

1 MeTabonunueckuii ankanos (puc.l) [9—11]. oL

BpoxxneHHass xjopuaHas auapes MaHU-
(becTrpyeT BHYTPUYTPOOHO, TIPUBOMAS K pas-
BUTHIO TIOJUTHAPAMHMOHA W PACTSIKEHUIO
3aMOJITHEHHBIX XXUIKOCTBIO TTeTe/Th KUIIEYHH -
Ka TUTOa, BU3YaJIWu3UpPYeMBIX MPH TPOBEe-
HUU YIbTpa3ByKoBoro uccienoBanus (Y3U)
WM MarHUTHO-PE30HAHCHOM Tomorpadhuun
(puc. 2) [12, 13]. MHoroBoaue 4acTo SIBJISI-
eTCcsl TIPUYMHOM TIPeXIeBPEMEHHBIX POIOB.

WnoxXnopeMuA

l W
0 co,
L
I HEOy " FRAGHATPHENHS
Anxanos l

mﬂ.l'lllill“\ ¢

1 peabcopbuan Ma*
1 peabeopBum K*

Puc. 1. I1aToreHe3 BpoKI€HHOI XJIOPUIHON JHADPEH
Fig. 1. Pathogenesis of congenital chloride diarrhea
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B MOUe — BBIpaXkeHHOe CHIDKeHUe ypoBHS Cl~ 10 TTOJTHOTO
otcyrcTBus (Tabm. 1) [3, 15, 17]. OkoHYaTebHbBIN AMATHO3
YCTaHABIMBAETCS Ha OCHOBAHWM T€HETMUYECKOTO MCCIIEI0-
BaHUSI, BBISIBIISTIONIETO MyTaIlny B reHe SLC26A3.
VYauTeiBasi 0OCOOEHHOCTM KJIMHMYECKON KapTUHBI
U DJIEKTPOJUTHBIE HapylleHus, IuddepeHIInaIbHyIo
JIMarHOCTUKY TIpU 00CJIeIOBAaHUY MAlleHTOB HEOOXOIH~
MO TIPOBOJUTL ¢ GoJie3HbIO [WMpIITpyHTa, anpeHOreH-
TaJbHBIM CUHAPOMOM, CUHApOMOM bapTrepa u mceBno-
baprrepa npu mykoBucummose (tabda. 2) [18]. Cnenyer
OTMETHTb, YTO B TPYIITY BPOKIEHHBIX CEKPETOPHBIX AUA-
peii, Hapsimy ¢ XJIOPUIHOM auapeeil, BXOOUT BPOXKAeHHast
HaTpueBas auapesi. AHAMHECTUYECKUe TaHHbIe, KITMHU-
Yyeckas KapTUHA W XapakTep JabopaToOpHBIX U3MEHEHUIA
npu oboux 3abojieBaHUSIX OYIyT TIPaKTUYECKU HIEH-
TUYHBIMHA. EAMHCTBEHHBIM JUATHOCTUUYECKUM KPUTEPU-
€M, KOTOPBIII MOXET ObITh UCITOJIb30BaH 0 MPOBEACHUS
TeHETUYECKOTO WCCIIEIOBAHMS, SBISIETCS KOMILIEKC-
Hasl OlLIEHKa JKCKPETHUPYEMBIX C KaJlOM 3JIEKTPOJUTOB:
MpU BPOXKIECHHOM XJIOPUIHOM auapee KOHIIEHTPALIUS
XJIOpa B Kajie OOBIYHO TIPEBBIIIAeT CyMMapHYI0 KOHIIEH-
TpalWIo Kajus U HATPUsI, B TO BpeMsI KaK MPU BPOXKICH-
HOIl HATpUEBOW Auapee KOHLIEHTpALMSl HATPUSI B Kaje
MpeBBIIIACT CYMMapHYIO KOHILIEHTPALIMIO KaJIus U XJIopa.
B ocHoBe srleueHUsT BpOKIEHHON XJIOPWUOHON IHMapen
JIEKNAT 3aMeCTUTETbHAsl Tepanusl J3JIEKTPOJIUTAMU TTyTeM
OpaJIbHOM pervapaTallii WM WH(GY3MOHHON Teparuu.
OpajibHast peruaparanusi TPOBOIUTCS COJEBBIMU pac-
TBOpamu (peruapoH, peruapoH BUO, rumpaBut u ap.).
I1pu BBeneHMM TPOAYKTOB MPUKOPMa PeOEHKY 11eJ1eCO00-
pa3Ho MX ToIcaTMBaTh. B KadecTBe cpelcTB MeIMKaMeH-
TO3HOM Teparmuu 00CyKIaeTcsl BOBMOKHOCTb TTPMMEHEHHUSI
WHTUOWUTOPOB TIPOTOHHOI TOMITBI C LIEBI0 YMEHBIICHUST
BBIPAOOTKY COJITHOM KMCJIOTBI JKEJTYIKOM, OyTHpaTa C lie-
JIblO akTUBaLMM Oeska-TpaHcroprepa Cl- /Oyrupara B K-
meyHuke [5, 19]. K m1oKyMeHTHPOBaHHBIM OCJIOXKHEHUSIM
XJIOPUIHOM IMapen TIPU OTCYTCTBUM CBOEBPEMEHHO Hava-
TOM 3aMECTUTENIbHOI Teparmyi OTHOCST BOCHAUTETbHBIE

Puc. 2. YasTpa3BykoBasi KApPTHHA PACHIMPEHHBIX MeTeIb KHIIey-
HMKa 1mioaa (www.sonoworld.com).

Fig. 2. Ultrasonic picture of enlarged intestinal loops of the fetus
(www.sonoworld.com).

axaposa U.H. u coaem. XnopuaHasi iuapes y peoeHka 8 Mec Xu3HH

3a00J1€BaHMsI KUILIEYHMKA, MATOJOTUIO MOYeK (IJIOMEPYJI0-
HedpuT, He(PpoKaTbIMHO3), MyXCcKoe oecriomue [5].

TIpuBoaM coOCTBEeHHOE HAOJIOIEHUE.

Kiunuyecknii mpumep. PeGeHok ot matepu 32 e,
OT BTOPOil OEpeMEHHOCTH, MpoTeKaBuleil Ha (oHe oT-
CyTCTBUSI MpUOaBKU Macchl y Matepu. Ha 28-it Henene re-
CTallMU TI0 MaHHBIM Y3W muarHOCTHPOBAaHO MHOTOBOIVE
W 3aro[I03pEHO PA3BUTHE Y TUIOAA BPOXIECHHOU HU3KOW
KUIIIEYHOM HETIPOXOMMMOCTH. Pompl TepBble, TIpexkKme-
BpeMeHHbIe Ha 34-ii Hemesie, camocTosiTeJibHble. Macca
npu poxnaeHun 2480 1, nymHa Tena 47 ¢M, OlIeHKa 110 11IKae
Arnrap 8/9 6amnoB. B 1-e cyTku >XuU3HM MaJbuMK ObLT Me-
peBeNieH B XMPYPIrIUIecKoe OTIeNICHHE TSI HeOHOIIEHHBIX
NIETeN ¢ MOJO3PEHNEM HA HATMYME BPOXKIEHHON KUIIIEYHON
HenpoxoaumocTu. [To manHbM Y3, BeITIOJTHEHHOTO B 1-€
W Ha 3-U CYTKW XW3HW, ObUIM BBISIBJIEHBI PACIIMpeHHBIE
MeTIM KUIIeYHUKA, coaepxalire OOJbllioe KOJIUYECTBO
KUAKOCTH U Tra3oB. Co cloB Marepu, ¢ 3-X CYTOK XKWU3HU
y pebeHKa OTMEJAJICST YacThIil BOMSHUCTHIN cTyil. Ha 4-e
CYTKM XW3HU BBHITIOIHEHA MUAarHOCTUYECKasl JIarlapoCcKo-
Musi, TIPOBENEH aAre3VOJM3UC B CBSI3U C BBISIBICHHBIM
WHTPAOTepallMOHHO aare3WBHBIM TIEPUTOHUTOM, 3aUK-
CHpPOBaHA TIETVIST KUIIKKW K TIepeIHEN OPIOITHOW CTEHKE.
TTocneonepallMoOHHbII MEPUOJ POTEKAT O6€3 OCIIOXKHEHUI,
SHTEPAIbHOE MUTAHUE PACIIUPEHO 10 (U3UOIOTMYECKOM
MOTPeOHOCTH, TIPOBOAMIACH MH(Y3MOHHAS, aHTMOAKTEPH-
ajbHasl U MOCUHIPOMHAsI Teparusl.

B Bospacte 10 cyt )ku3Hu peGeHOK ObLT BHIMTUCAH B YI0-
BJIETBOPUTEJIBHOM COCTOSIHUM JIOMOW C JIMAarHO30M: KH-
IIeYHasT HeIPOXOAUMOCTh; BHYTPUYTPOOHBIN aAre3MBHBIM
TMEPUTOHUT; MHMPEKIIS, crielbUIHast A1 HEOHATATbHO-
TO Tleprofia, HEyTOUHEHHasl; TTepUHATAbHOE TUITOKCHYe-
CKU-TeMOpParnyeckoe MopaxkxeHue ToJJOBHOrO Mo3ra (BHY-
TPIKETYIOUYKOBOS KPOBOMBIUSHUE |-if CTETIleHW ClieBa),
epeOpasibHasi uieMus 1—2-if cTeneHu; TpaH3UTOpHas
JUCGhYHKIMST MHOKapaa; KOHBIOTALMOHHAS —THUIepou-
JIMpYyOMHEMUSI; HeAOHOIIeHHOCTh 35 Hen. Macca Tena
npu BbimUcke 2470 T (-10 T OT Macchl TIpU POKIECHUM).

Puc. 3. BHemmuii Bu pedeHKa ¢ BPOXKIEHHOM XJIOPHIHOM Ira-
peeii B nepuo HOBOPOKIAeHHOCTH. (CobcmeenHoe HabadeHue)
Fig. 3. Appearance of a child with congenital chloride diarrhea
during the neonatal period. (Own observation)
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3a BpeMs TOCMUTAIM3alMA B OWOXMMHUYECKOM aHa-
JIU3e KpOBM OTMEUEHa TEHACHIMsS K TUMOKAJIMeMUU
no 3,52 MMOJb/1 M HempsiMasi TUIepOMIMpyOMHEeMUsT
1o 27,2 mxmonb/n. Tlpu vccinenoBaHMM MMMYHOPEaKTHB-
HOTO TPUTICMHA Ha 7-¢ CYTKW JXW3HU BBISIBJIEHO TIOBBIIIIE-
HUe ypoBHSI (hpepMeHTa B CHIBOPOTKE KpoBU A0 120 Hr/mi
(HopMma — He 6osee 65—70 Hr/MIT).

Ha 3-u cyTkm mocjie BBIMTUCKM COCTOSIHME pebeHKa
YXYAIIUIOCH, CHU3WJICS allleTUT, Hapoca BSIJIOCTh, OT-
MeJarCh BMU30IMYECKUE CPBITMBAHUS TIOCIIE KOpMIIe-
HUs. YYacTKOBBIM MeIMaTPOM MPU OCMOTPE OTMEUYEHbI
CUMIITOMBI TOKCHUKO3a B COYETAHUU C MUKPOIIMPKYJISI-
TOPHBIMM HapylIeHUSIMU, 3a(hMKCUPOBaHa IMOTepsI B Mac-
ce 115 . Ilo TsKecTH COCTOSIHUSI MaJbuMK OBLIT TOCTIH-
TaJU3UPOBAH B OTIEJICHME TAaTOJOTUM HOBOPOKIEHHBIX
OJIHO¥ M3 MOCKOBCKUX JIETCKUX O00IbHUII. JlaHHbIE TTIepu-
HaTaJIbHOTO aHaMHe3a, MOBBIIIEHUE YPOBHSI UMMYHODE-
AKTUBHOTO TPUTICUHA Ha 7-€ CYTKW KU3HU B COYCTAHUU

KJINMHUYECKUE CJTYHAU

¢ pesyJbraTaMy TPOBEIEHHOTO 0OCIenoBaHUs (TUTTOKa-
nmueMust 2,35 Mmosb/a, runoHatpueMmust 110 Mmonb/i,
rurnoxjopeMust 57 MMoJIb/1, METaOOJIMYECKUIA aJIKaao3)
CTaJli OCHOBaHWEM JIJIsSI YCTAHOBJICHUS TIpeaBapUTEITb-
HOTO JIMarHo3a: MYKOBHCIIMIO3, CMellaHHas (opMa,
CpemHeTsDKeoe TedeHue; TiceBao-baprrepa cuHIpoM;
JUHAMUYecKasl KUIIeYHas HEeMpOXOAUMOCTh; OeTKOBO-
SHepreTHYecKass HeIOCTaTOYHOCTh |- CTeTneHU; Helo-
HomreHHOCTh 35 Hexd. C 1esiblo BepruUKALIUKM IMAarHo3a
pebGeHOK ObUT TOMOJHUTENBLHO oOcienoBaH. B Bo3pacre
14 mHeit XX13HM ObLIA TIPOBEIeHA IepBasi IT0TOBasI Ipooda,
pe3yabTaThl KOTOPOI TIPOAEMOHCTPUPOBAIN TTOBBIIIE-
Hue KoHueHTpaumuu NaCl B cekpere TOTOBBIX Keje3s
1o 81 MmMmonb/i (HopMa 1o 50 Mmmosb/). Bropast u TpeTbst
MPOOBI, BBIMOJHEHHBIE ¢ MHTEPBAJIOM 3 HeJl, TTPOAEMOH-
CTPUPOBAJI HOPMaJIbHBIE pe3yabTaThl. [1pu mucciemoBa-
HUU TTaHKpeaTUIeCKOI 51acTa3bl Kajia BBISIBIIEHO Pe3KOoe
CHUXEHUE ee ypoBHs 10 18,7 MKT/T.

Tabauya 1. JnarHoCcTHIECKHE KPUTEPHUH BPOXKIEHHOI XJIOPHIAHOM Iapen

Table 1. Diagnostic criteria of congenital chloride diarrhea

Kpurepnii

Bonsinucras auapesi, He 3aBUCSIAsI OT XapaKTepa BCKAPMIIMBAHUSI Y COXPAHSIIOLIASICS

BospacTHoii nepuosn
TTonuruapaMHUOH
AHTeHaTaJIbHBII Pacuiupenue neresb KullleUHMKA IJI0AA MO JaHHBIM Y3
IIpexneBpeMeHHBIC POIBI
OTCyTCTBUE OTXOXKICHUSI MEKOHUSI, YBEIMUCHHUE XKIUBOTA
Ha (hoHe TpeKpalleHuss KOpMJIEeHUs pedeHKa
Pannnii HeoHATAJILHBIN

IToTeps B Macce B mepBbie AHM Tocie poxkaeHust (6osee 10% oT Macchl Tesa mpy POKICHIH)

Z[I/IJIaTI/lpOBaHHbIe METJIM KMIIEYHUKA C O0JIbIIAM COACPKAHUEM XKUIKOCTU U BO3TyXa
B ITPOCBETE IO IaHHBIM VY3U unu PEHTIE€HOJIOTMYECKOI0 NCCICAOBaAHUA
FI/IHOHanI/ICMI/IH, TUIIOXJIOPEMUA C IMOCICAYIOIIUM IIPUCOCANHEHUEM IT'MIIOKAJIMEMUU U ME-

TabOJUUYECKOrO ajJKaao3a

Croiikasi BOASHUCTAs AMapest

Tunoxysopemus, TMIIOKaIMEeMusl, METaOOJIMIYESCKUM aJIKai03

IpynHoii u crapmmii Bo3pact TunepanpaocrepoHU3M

YBenuueHue ypoBHs X10puaoB B Kaie 6oaee 90—100 mmonn/a, [Cl] > [K]+[Na]
Pe3koe CHUKEHME MM OTCYTCTBUE XJIOPUIOB B MOYE

Tabauya 2. InddepeHnnanbHas TMATHOCTHKA BPOKIEHHON XJIOPUIHOM qUapen

Table 2. Differential diagnosis of congenital chloride diarrhea

IToka3aTenn

BpoxneHHasi XJIOpUIHas quapest

MyKOBUCIIHI03, CHHAPOM
ncesao-baprrepa

CuHapom
Baprrepa

DruTeauanbHble KISTKU
Jlokanuzanus ngedekTHoro oenka

TMOJAB3IOLIHON U TOJICTON KUILIKA

IMetna I[enie DK30KpUHHBIE XeJIe3bl

DIEKTPOIUTH KPOBU

Hatpuit Hopwma/CHiukeH Hopwma/CHikeH Hopwma/CHiukeH

Kammit CHIXeH CHIXeH CHIXeH

Xop —"— —"— —"—
BJIEeKTPOJIUTHI MOYU

Hatpuit Cauxen/Hopma [ToBeiiieH CHuxeH/Hopma

Kanuii —"— —"— —"—

Xiop CHukeH/OTCcyTCTBYeT —"— —"—
BEeKTPOJIUTHI Kaja

Xiop IMosbiieH [CI] > [K]+[Na]
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IMonyyeHHblE pe3ynbTaThl UCCAEAOBAHUI CTAIU J1O-
MOJTHUTETbHBIM OCHOBaHWEM I JUATHOCTUKUA MYKO-
BUCIMAO3a W Ha3HAYeHUs 3aMECTUTENIbHOM Tepamuu
MaHKpeatndeckumMu ¢depmeHtamu. [lpoBommiach aH-
ThbaKkTepuadbHass U WH(Y3noHHas Teparus. HecMoTpst
Ha TIPOBOAMMYIO Teparvio, 3a BpeMsl TOCITUTAIU3AIuN
y pebeHKa OTMeYalloCch CTOMKOE COXpaHEeHME 3JIEKTPO-
JINTHBIX HapyIIEHWH B BUIEC TUITOKAJIUEMUU, TUIIOHA-
TPUEMUM, TUTIOXJIOPEMHUU U METAOOIMYECKOTO aJlKaio3a.
Conepxanue AKTI, xopTu3zona, peHMHa B ChIBOPOTKE
COOTBETCTBOBAJIO HopMe. Hekymupyembie MeTabomnye-
CKUe U3BMEHEHHMS B COYeTAaHUU CO CTOMKUM yBeJTMYeHEM
o0beMa XUBOTa 3a BpeMsl HaOIoAeHUsT pebeHKa TToTpe-
6OBaJIM TTOBTOPHOTO MCKITIOUEHUSI XMPYPrHUUECKON Ta-
tooruu. [locie 3aBepiieHUsT 0OCIENOBaHUS B CTAIlMO-
Hape peOeHOK ObLT BBIITMCAH JOMOM ¢ peKOMeHIAIUSIMI
MTUHAMWYECKOTO HAOIIONEHUST U TIPOIOJIKEHHS TIprueMa
MaHKpeaTnIeCKnX (hepPMEHTOB.

B Bo3pacte 4—5 mec MaabuuMK HaxoAuJCsS Ha CTa-
LIMOHAPHOM JICUEHUU C AUATHO30M: OaKTepuaabHas WH-
ek HeyTOYHEHHasl; MEHWHTHT, TsKelas (opMa,
peuMaVBUpYIOIIee TeUeHHUE; TTPOrpeccupyoias THIPO-
medanust; BEHTPUKYJINT, TEPCUCTUPYIOIIAs ITUTOMera-
JIOBUpYCHAst THPEKIMS; SHTEPOKOIUTUIECKUM CHHAPOM
¢ manbabcopOuumeii. [lomyyan KOMITJIEKCHYIO Teparuio.
3a BpeMsl roCrUTaIM3alMKU oOpalliaii Ha ce0s BHUMAa-
HUE aHaJOTUYHBbIE MeTaboJMYecKre HapYIIeHUs B BUJIE
TUTTOKAJTMEMUYECKOTO, TUITOXJIOPEMHUUECKOTO ajIKaiosa,
TUTIOHATPUEMUM.

C 1ebio HeMpOXUPYPTrUIeCKO KOPPEKIIUU OKKITIO-
3MOHHONM ruapoledasuu B Bo3pacTe 6 Mec pebeHOK
ot nepeseneH B JAI'KB uM. 3.A. bamsesoii, roe emy
ObIJT YCTAHOBJIEH HAPYXHBIM BEHTPUKYJISIPHBIA ApeHaX
U MpoBefieHa BEHTPUKYIOIEPUTOHEOCTOMMS. 3a BpeMs
HaXOXJIEHUS B CTallMOHape obpalial Ha cebs BHUMaHNe
SKUIKUT BOTSTHUCTBIN CTYJ 10 5—6 pa3 B cyTku. [Tpwm Tima-
TeJTBbHOM COOpe aHaMHe3a YCTAHOBJICHO, YTO BOMSTHUCTAsI
Iuapest oTMedanach y pebeHKa ¢ pOXAECHUs, TIPU 3TOM
XapakTep CTyjla, HAalTOMWHAIOLIETO MOYY, U MOCTOSTHHOE
HCTOJb30BaHUE TOATY3HUKOB 3aTPYIHSIN KOPPEKTHYIO
OLIEHKY €r0 4acTOThl U KOHcUcTeHnu (puc. 4). [1pu no-
BTOpHOM Y3U OpraHoB OpIOIIHOI MOJIOCTA OTMEYascs
BBIpDAXXEHHBI TTHEBMATO3 KHUIIEYHUKA, OBIT BBISIBJICH
HedpoauTnas.

VYuuteiBasi XapakTepHble KIMHUKO-aHaMHeCTHYe-
ckue cBefeHus (0epeMeHHOCTh Ha (poHe MHOTOBOIMS,
pacivpeHHble TEeTIM KHWIIEYHUKA TUIoJa 10 JaHHBIM
V3U, mpexneBpeMeHHbIE pOIBI, BONIHUCTHIA Xa-
paKkTep CTyla C POXIEHWSI, HalUuyhe CTOMKUX DJIeK-
TPOJIMTHBIX HApYyUIeHU B BUIE TUITOKATUEMUU, THU-
MOXJIOPEMUM, TUIIOHATPUEMUU W METabOJMYECKOTO
aJikago3), 3aroa03peHa 6poXHCOeHHASA XA0PUOHAS Juapest.
B xome IOMOTHUTENBHOTO OOCIIETOBAHUS YCTaHOBJIE-
HO YBeJWUYEHHE OKCKPELUU IJIEKTPOIUTOB C KaJllOM
(xmmop 121,0 mmonw/n, Hopma 20—40 MMoOIb/J; HATPUI
109,0 mMmonb/n, kanuii 28,0 MMob/i1). JlONOTHUTEIBLHO
MPOBEJIcHHOE TeHETUYECKOe MCCIIeI0BaHNE BBISIBUIIO

axaposa U.H. u coaem. XnopuaHasi iuapes y peoeHka 8 Mec KU3HK

MyTanuio B 8-M 3k30He reHa SLC26A3, 9TO TIO3BOIMIIO
OKOHYATEJIbHO TTOATBEPAUTH AUATHO3 6PONCOCHHOU XA0-
puonoti ouapeu 1-20 muna.

3a BpeMst HaOIOAeHUS B TIEAUATPUUECKOM OTAEJICHUN
Ha (poHEe HempepbIBHOW 3aMECTUTEbHON MHMY3MOHHOM
Tepanuy COJEBBIMM PAcTBOpPaMH YAaloCh HOPMAaM30-
BaTh YPOBEHb 3JIEKTPOJUTOB B CHIBOPOTKE KPOBU U TTO-
CTETICHHO TIepeBeCTH pebeHKa Ha OpabHYIO THApATAIlHIO
pacTBOpPOM peruapoH B oobeme 10 30—50 MJI/KT B CYTKU.
KynupoBaHue 57eKTPOJUTHBIX HapyIIeHUN CIoco0-
CTBOBAJIO CTOWKOMY VIYYIIEHHWIO COCTOSIHUSI pebeHKa
W TOCTWKEHMIO aJIeKBaTHBIX TEMITOB MPUOABKU B Macce
(+1300 r 32 2 mMec), HECMOTpPSI Ha COXpaHEHUE MaToJo-
TMYECKOTO BOASHMCTOTO XapakTepa cTyna. B Hacrosiee
BpeMsI peOGEHOK TTPOA0JIKAET HAXOMUThCS Ha KATAMHECTH -
YeCKOM HaOJIOIeHNH, €XeIHEBHO TOJyJaeT PEeruapoH
B o0beme 1o 300—400 M B cyTKu, Ha (hOHE Yero ypoBeHb
3JIEKTPOJUTOB KPOBU M TTapaMeTphbl KUCIOTHO-IIIEJIOUHO-
TO COCTOSTHUSI OCTAIOTCSl B TIpeneiax HOPMBI. 3a TIepuoJ
HaOJTIOMEeHNsT ¢ MOMEHTAa BBIMTUCKU M3 CTallMOHapa Io-
BTOPHBIX TOCTIUTAIM3AIMI [UTS TIPOBEACHUS UH(DY3UOH-
HO# Tepanuu He norpedoBasioch. B Macce mpoposkaer
MpuOABIATH B COOTBETCTBUM C BO3PACTHOI HOPMOIA.

3aknovyeHue

TIpencraBieHHbII KIMHUYECKUI CTydail JeMOHCTPU-
pPYET CJOXHOCTU AUATHOCTUKU BPOXKIECHHOUN XJIOPUIHOM
IVaper M BO3MOXKXHOCTH Pa3BUTUS OCJIOXHEHHWI 3a00-
JieBaHMsT (HedponauTras), 0O0YyCIOBIEHHBIX IJIUTETbHBIM
OTCYTCTBUEM asieKBaTHOM Tepanuu. [1oapoOHbIit aHanu3
aHaAMHECTUYECKUX JaHHBIX (BKJIIOYasi 0COOEHHOCTU aH-
TeHaTaJbHOTO aHaMHe3a), KOPPeKTHasi MHTepIpeTaiust
KJIMHWYECKOW CUTyalluu M KOMILJIEKCHOE 00CieIoBaHNe
IUJIST OTIpeeICHUST MPUYMH METa00INUeCKUX HapyIIeHUIt
(BKJTIOYAsT MCCIeAOBAaHUE YPOBHSI 3JIEKTPOJIUTOB B MOYE
M Kajie) CIIOCOOCTBYIOT CBOEBPEMEHHOI TOCTaHOBKE
IMArHO3a M SIBJISTIOTCS 3aJI0TOM TPOMPUMIIAKTUKKA OCJIOXK-
HeHuit 3a00J1eBaHusI.

Puc. 4. XapakTep cTy/1a y pedGeHka B Bo3pacte 8 mec.
(Cob6cmeennoe Habarwdenue)

Fig. 4. The nature of the stool in a child at the age of 8 months.
(Own observation)
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Hapymenusi ruipooHHOr0 00MeHa y JeTeil i MX KOppeKuus
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Disorders of hydroionic metabolism in children and their correction

L.M. Panasenko!, T.V. Kartseva’, O.V. Gaynts’, A.V. Vasyunin', Zh.V. Nefedova',
E.V. Zadorina-Khutornaya’

"Novosibirsk State Medical University, Ministry of Health of the Russian Federation, Novosibirsk, Russia;
2Children’s City Clinical Hospital No. 3, Novosibirsk, Russia

B craTbe u3n0xeHbl COBpeMeHHbIE MPeICTABIECHUS 0 HAPYIIEHUAX THAPOUOHHOTO 00MeHa y feTeii. MHorue 3a00/1eBaHus pa3anyHoOi
3THOJIOTUM MOTYT NPUBOAMTH K PA3BUTHIO HAPYIEHHi 00MeHa BO/IbI M MOHOB. B 3aBHCHMOCTH OT NPe0d.1aJaI0IMX NOTEPh BblIeJeHbI
OCHOBHBI€ BH/IbI IETHIPATAINN: M30TOHUYECKAs, THTIOTOHHYECKAS U THNepTOHnYecKasi. [IpuBeieHbI MOAXO0ABI K JIEYEHHIO C IOMO-
HIBI0 SHTEPAJIbHOI U NAPEHTePAIBLHON PernpaTauyi, HANPaBJIeHHOI HA KOPPEKLHIO He TOJIbKO 00€3BOXKHBAHHUS, HO U MUKPOJJIe-
MEHTHBIX Hapymenuii. IIpencraBieHbl OCHOBHBIE PACTBOPBI I MpoBeaeHus opaibHoii peruaparamuu (OPC-200, Peruapon buo,
XymaHa DJIeKTPOJIMT), a TAKKe CHennaabHas JeTCKas BoJa Ui UCHOJIb30BaHUSA B JleyeOHOil npakTuke U nuTaHud. OOOCHOBAaHbI
NOKa3aHus VIS PoBe/ieHNs UH(Y3UOHHOI Tepanuu.

Karoueewte caosa: demu, 6oda, eudpouornnuiii 00MmeH, udst decuopamayuu, pecuopamauioHHas mepanus.

Ana untupoBauus: NaHaceHko J1.M., Kapuesa T.B., laiiHy O.B., BactoHuH A.B., Hegpenosa X.B., 3aanopuHa-XytopHas E.B. HapyweHus
rMaponoOHHOro o6MeHa y AeTeli u ux Koppekumns. Poc BecTH nepuHaton v negmuatp 2018; 63:(2): 79-84. DOI: 10.21508/1027-4065-2018-
63-2-79-84

The article presents modern ideas about disorders of hydroionic metabolism in children. Many diseases of different etiologies can lead
to the development of disturbances in the exchange of water and ions. Depending on the prevailing losses, the main types of dehydra-
tion are identified: isotonic, hypotonic and hypertonic. Approaches to the treatment with the help of enteral and parenteral rehydra-
tion aimed at correcting not only dehydration but also microelemental disorders are presented. Basic solutions for oral rehydration
(ORS-200, Regidron Bio, Humana Electrolyte), as well as special children’s water for use in medical practice and nutrition are
presented. The indications for carrying out the infusion therapy are justified.

Key words: children, water, hydroionic exchange, types of dehydration, rehydration therapy.

For citation: Panasenko L.M., Kartseva T.V., Gaynts O.V., Vasyunin A.V., Nefedova Zh.V., Zadorina-Khutornaya E.V. Ros Vestn Perinatol i Pediatr
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MHome 3a00JIeBaHUST PA3IMYHON ITUOJIOTUU Y Je-
Telf MOTYT TIPUBOIUTH K Pa3BUTUIO HapYIICHUIA
TUIPOMOHHOTO oOMeHa. OCHOBHBIE TMATOTEHETUYECKHE
MeXaHU3Mbl HapylIeHU! THMIAPOMOHHOTO OOMEHa OIpe-
TEJISTIOTCST OTCYTCTBUEM OajlaHCa MEXIY TOCTYTUIEHHEeM
B OpraHU3M U BBIIEJIEHUEM BOJLI M MOHOB. [MIponoH-
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HBII 0OMEH — COBOKYITHOCTb MPOLIECCOB TTOCTYTUICHUS
BOABI W OJJIEKTPOJUTOB B OPTraHM3M, paclipeaeaeHus
WX BO BHYTpPEHHEW cpeie M BbimeldeHUe. Boma sBisteTcs
BaXXHEWIIMM HEOPraHWMYECKUM KOMITOHEHTOM, obec-
MEeYMBAIOIIUM CBSI3b BHEIIHEH W BHYTPEHHEN Cpebl,
TPAHCITOPT BEIIEeCTB MEXIY KJIeTKAMM W OpraHaMH.
OO611ee KOJIMYECTBO BOABI B OpraHM3Me B3pOCJIOro Ye-
JIOBEKa COCTaBJIIeT MpuoOau3uTenbHo 60% wmacchl Tesa
(y HOBOpOXIEHHBIX 10 80%), BHYTPMKIETOYHO COIEP-
xutcst 40% o61ieir Boabl. BHeKIeTOUHOE BOJHOE IPO-
ctpaHcTBO cocTaBisieT 20—30% (B Bo3pacTe 1o 1 roma —
30%, mocne roma — 20%) w BKJTIOYAeT JOBa CEKTOpa:
BHYTPHMCOCYIUCTHIN (T1azma) — 4—5% Macchl Teia U MH-
TEPCTUIMATBHBIN (BJsIeTCS HamboJiee MOABUKHBIM) —
15—25% Bceit Boabl B 3aBUCMMOCTH OT BO3pacTa.

OG6MeH BOJBI M1 MOHOB MEXKIy KJIETKaMM M OKpYKaro-
MM BHEKJIETOUYHBIM TPOCTPAHCTBOM TPYIHO OIMKCATh
B JEeTallIX, HO Y4eT OCHOBHBIX (PAaKTOPOB ITUX B3au-
MOJEWUCTBUI TIpM TIPOBEACHUM Tepanuu HEOOXOAUM.
OCHOBHBIMU  OCMOTHYECKM AaKTUBHBIMU YacTUIIAMU
B 9KCTPALICJUTIONIIPHOM XXUIKOCTH SIBJISTIOTCS MOHBI Na,
Cl, HCO,; B MHTpaLe/TIONAPHO#M KUAKOCTH — UOHBI K,
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Mg, Ca, HPO,. Pacnipenenenne ux B KUIKOCTHBIX CEK-
TOpax opraHu3Ma HeOJMHaKOBO. B OCHOBHOM pasznuuus
kacarotcst noHoB Na u K. KoHiieHTpalimm ocMoTuYecKu
AKTUBHBIX BEIIECTB B IJIa3Me U MHTEPCTUIINATBLHOM KU~
KOCTH PaBHbI, 3a UCKJIIOYEHMEM KOHLIEHTpaluu Oeska,
BeJIMYMHA KOTOPOI B IJIa3Me COCTaBiseT 55—65 1/, a B
MHTEePCTULIMATBHOM XUIKOCTU 3HAYNUTETHHO HIXKE.

HepaBHOMEpHOCTD pactipeiesieHusl OCMOTUUECKH aK-
TUBHBIX BEIIECTB MEXIY KIETKON M MHTEPCTULIMATBHBIM
MPOCTPAHCTBOM 0OoJsiee BbIpakeHa. OHa 3aKjI0yaeTcst
B OOJIbIIEH pa3HUIle KOHLIEHTPALIMM TMTOYTH BCEX KATHUO-
HOB ¥ HEKOTOPBIX aHMOHOB. DTO pa3inuure 00yCTOBIEHO
AKTUBHBIM TPAHCIIOPTOM KATHOHOB Yepe3 KJIETOYHYIO
MeMOpaHy TIPOTUB TpaaueHTa KOHIEHTpalluu, BHYTPU-
KJIETOYHBIM METabO0JIM3MOM, HEINPOHUIIAEMOCThIO Kile-
TOYHOI MeMOpaHbI [J1s1 OeJiKa, HaXOASIIEerocsl B KJIeTKax.
B pesynbraTte BHYTPUKIETOUHOTO MeTabogu3Ma 00pasy-
eTCsT OOJIBIIIOEe KOJMUECTBO OCMOTUYECKU aKTUBHBIX Be-
IIECTB, YTO CMOCOOCTBYET yIEP>XKaHWUIO BOAbLI B KJIETKE.
Iroxo3a pacrnpenensieTcss paABHOMEPHO MEXIy KUAKOCT-
HBIMM ceKTopamMu. OcMOTUYeCKast KOHIICHTPALIUST KU~
KOCTel opraHu3Ma KoJieOJeTCsl B TOBOJIBHO Y3KUX Tpe-
nenax — 290—310 mocm/n. Boma ¢cBoOOAHO TpOHMKAET
yepe3 OMoornyeckre MeMOpaHbl, UTO BEIEeT K OBICTPOMY
BBIPABHUBAHMUIO (B CJTy4ae MCXOIHOTO HEPABEHCTBA) MOJI-
HBIX OCMOTHYECKUX TaBJIeHUI ¢ 00enX CTOPOH. B cBsA3M
C 3TUM UMEETCS TIOJIHOE PaBEHCTBO OCMOTUYECKUX JIaB-
JICHUIA BHYTPUKJIETOYHOU Y MHTEPCTULIMATIBHOW KUIKO-
cTeil, HeCMOTpSI Ha pa3juyre B KOHLEHTpaluu OeJka.
Posnb mocneaHero 3akiaovaeTcst B yaepXKaHUU BOABI B CO-
CYAMCTOM pYycJie Ha yPOBHE KalWJLISIPOB.

Harpuii (135—140 MMomb/a) SBSIETCS OCHOBHBIM
WOHOM, OTPEIESIONIMM OCMOTUYecKoe aaBieHue. CHU-
SKEHHME eT0 KOHIIEHTPAIlMK BO BHEKJIETOYHOM TTPOCTpaH-
CTBE CITOCOOCTBYET TMepeMeIleHNI0 BOMIbI B KJIETKH, a Mo-
BBILIIEHNUE COEPKaHUS B 3TOM CEKTOPE BBI3bIBAET BBIXOJI
BOIBI U3 KieToK. Pusnoiornveckast moTpedOHOCTh B Ha-
TPUU COCTAaBJISIET y €Tl BO BCe BO3PACTHBIE MEPUOJIbI
(KpoMe HEIOHOILIEHHBIX) 2—3 MMOJIb/KT.

Kanuit — B OCHOBHOM BHYTPMKJIETOYHBIN MOH, KOH-
LIEHTpalMs ero B KjaeTkax coctanisier 80—120 Mmounb/m,
a B mnasme — 4,0—4,5 mmonb/n. Kanuii Haxonutcst BHy-
TPU KJIETOK B BUJIE HEMTPOYHBIX COCTUHEHUI C OeTKaMu,
yraesogamMu U ¢GpochopoM, 4acTb CONEPXKUTCS B MOHU-
3UPOBAaHHOM BHIEe M oOecreynBaeT MeMOpaHHBIA TO-
TeHIan. JleueHWe TIIIOKOKOPTUKOUIAMM, CepACUHBIMHU
[JIIOKO3WIAMU, MOYETOHHBIMM TIperapaTaMy YCUJIUBAeT
BbIJC/IEHNE Kaaug ¢ Mouoii. dusnosiornyeckas rmorpeo-
HOCTb Yy JIETEel1 BO BCE BO3PACTHBIE MMEPUOJIBI 2—3 MMOJIb/KT;
o0l1ee KOJIMYECTBO BBOAMMOTO KaJlsl B CYTKH, Kak Tpa-
BWJIO, HE JOJIKHO MPEBBIIIATh 3 MMOJTh/KT.

Kanbuuii yuactyet B (hM3MOJIOTMUECKUX MPOLIECCax
TOJIbKO B MOHU3UPOBAaHHOM Bujae. MoOHU3aIus 3aBUCUT
ot pH xposu. I1pu antupose conepkaHue Kajablius MOBbI-
1IaeTcs, MpU anKano3e — CHUXaeTcs. AJIKaio3 U CHUXKe-
HUE YPOBHS KaJIbLIWS BEIYT K PE3KOMY MOBBIIIEHUIO Hel-
POMBIIIIEYHOM BO30yaAUMOCTH M TeTaHnu. ComepskaHue

B MOMOLLIb TPAKTUYECKOMY BPAYY

KaJIbLIMs B TUTa3Me cocTaBiisieT 2—2,5 MMOJIb/J1, 3TOT MOH
SIBJISIETCST (DU3MOJIOTUIECKMM aHTaTOHUCTOM KaJTusl.

KoHIeHTpalust MarHusi BO BHEKJIETOYHOM XKUIKOCTH
0,7—0,9 MMOJIb/J1, 3TO OCHOBHOI BHYTPUKJIETOYHBIN Ka-
THOH, BXOAUT B coctaB OoJiee 300 pa3nuvyHbIX (hepMeHT-
HBIX KOMILJIEKCOB, CIIOCOOCTBYET CUHTE3Y Oejika, He00X0-
JTAM JUUTS TIOAJEPKAHUST COCTOSTHUST KJIIETOUHBIX MEMOpaH,
CHUXXaeT BO30YIMMOCTh HEPBHO-MBIIIEYHON CUCTEMBI,
COKpaTUTEJIbHYIO CITOCOOHOCTh MMOKapjaa W TJIaJKUX
MBIIIII] COCY/JOB, OKa3bIBaeT [ENpPEeCCUBHOE EMCTBUE
Ha ncuxndeckue pyHkuun. OOMeH MarHusI UAET mapa-
JieJIbHO 0OMeHy Kanus [1, 2].

Hapymenus ruipooOHHOTO 0OMeHa MOTYT BO3HUKATh
NPV UBMEHEHWU BBIIEJICHUS BOIbI U MOHOB €CTECTBEHHBI-
My nytsmu. OouH U3 Hambosee pacIpoCTpaHEHHBIX BU-
JTIOB M3MEHEHMI TaKOTO TUTIA — YCUJICHUE TepCIpaliiu.
IMepcriupanss MOXET YBEIMIMBATBhCS TIPU TOBBIIIEHUN
TeMrepaTypbl OKpyKalollleil Cpeibl, TeMIlepaTyphl Tela,
TPV OJIBITITKE JIIOOOTO TIPOUCXOKIECHMSI.

MaTtonornueckune norepu oAbl U UOHOB

IMox TepMHUHOM «ITaTOJIOTMYECKHE» TIOTEPH MTOHUMAIOT
BBIIIENIEHUE BOABI 1 HOHOB M3 OpraHU3Ma JIIOObIM (hU310JI0-
TMYECKUM U He(DU3MOJOTUIECKUM ITyTeM, TTpeBBIIIatolIee
10 BeJIMIMHE BEpXHUI Tpelie]] HOPMBI U BeAylliee K Hapy-
LIEHUIO TUAPOMOHHOTO obMeHa. [IpyM BOCHTAIMTETBHBIX
3200JIeBaHMUSIX KUIIIEYHNKA OCHOBHBIM MEXaHWU3MOM pa3-
BUTHUSI HapyLICHU SIBIsSIETCSl JEMCTBUE OaKTepUaTbHbBIX
TOKCUHOB HETOCPEICTBEHHO Ha KJIETKU BCEX CJI0EB CTEHKU
KUIIeYHUKA U cocyabl. [TpOMCXOMUT HapyllleHre BCachl-
BaHMsI BOIBI M MOHOB M3 TIPOCBETA KUIIIEYHWKA, JUapes,
3aCTOM, HAKOIUICHUE CONEPXKMMOTO B TTOJIOCTSIX. MHTEeH-
CUBHOCTb HapyIIeHUI MPOIOPILMOHAIbHA pPacpoCcTpa-
HEHHOCTH TIpoliecca, BUPYJEHTHOCTH (DIIOpHI, aKTUBHO-
CTU OaKTepHaIbHBIX TOKCMHOB. HapyliieHre ooMeHa BOJIbI
1 MOHOB, KaK MPaBUJIO, IPOUCXOAUT OAHOBpeMeHHO. CUH-
JIpOM AETHApATAlUN Y TIAIMEeHTOB ¢ MH(PEKIIMOHHBIMU Ta-
CTPOSHTEPUTAMHU CBSI3aH CO 3HAYUTETBHBIMU HEKOMITEHCH -
POBaHHBIMU TTOTEPSIMU KUIKOCTH C pBOTOM 1 uapeeii [3].

Ilpu pBote (OeciiBeTHOE COAECPXKMUMOE) TIOTEPHU
Kajmusi MOTYT cocTaBisiTb j0 40 MMoib/n, HaTtpusi —
no 100 mmonb/n. Ecniu pBOTHBIE MacChl OKpallleHbI
(KenThle — 3KeIYblo, 3eJieHble — TpU KUIIEYHOM 3a-
CTOE), CoMepXKaHUe JIEKTPOIMTOB BO3paCTaeT: HATPUsI —
no 180 MMoub/JT; TepsieTCsl He TOJbKO KaJivii, a Takxe,
MarHuii, KaJblWi U Ipyrre MUKpoaeMeHThI. [1pu teue-
HUU TTape3a KUIIeYHNKa TOTTOJIHUTEIBHO TpeOyeTcsl yBe-
JudeHre oobeMa BauBaeMoit xuakoctu ot 20 1o 40 mi/
KT B 3aBUCUMOCTH OT CTETIEHU BBIPAXKEHHOCTH Mape3a.

ITpu muapee HEOOXOAWMO YYMTHIBATH YACTOTY CTYyJIa,
00beM, XapakTep:

1. BoasgHucrast nuapesi, 63 BUIMMBIX IpUMeceii (cekpe-

TopHast), norepu Hatpusi 70—130 MMomb/11, Kanus —

10 4—5 MMOJIb/JI.

2. C mpuMecsiIMM CJIM3U, OCTaTKaMU TIMIIM, TTIEHUCTast

nuapest (ocMoTUYecKast), cofaepxkaHue HaTpus 1o 30—

40 MMoJb/11, Kanmust 10 3—4 MMOJIb/JI.
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3. CkymHas auapesi, ¢ IpUMeChIO CIU3U, KpoBU (MHBa-
3UBHas), TOTepPU HATPUsl MUHHMMAaJIbHBbIC, Kajaus —
1o 40 MMoOJIB/J1, 3HAYUTEIbHbBIC TTOTEPU OeJIKa.

IMpn onpIKe YBETUYMBAIOTCS TIEPCIUPALMOHHBIE
noTepu Bonmbl 0e3 ajekTponutoB. Ha kaxnpie 10 mbI-
XaTeJTbHBIX JBIWKEHWI CBBIIIE BO3PACTHON HOPMBI —
10 mu/kr. Tlpum nuxopamke Ha KaXAblii T'paayc BbIIIE
37,5°C — 10 mia/kr (yuuTblBaeTcsl TemIeparypa Bbllle
37,5°C 3a KOHKPETHBII BpeMEHHOI TIepro).

Jnypes. OpraHusM 310poBOTo pedbeHKa B COCTOSTHUM
BBIJIEIUTH B TEUEHNE CYTOK B HEOOJIBIIIOM 00BbEME MOYU
C BBICOKUM yAeJbHBIM BecoM (30% oT pusnoaornyecKoi
MOTPEOHOCTU B KMUIKOCTW) BCE TMPOAYKTHI OOMeHa
(3TO MUHUMAJIBbHBII Tuype3). ONTUMaNIbHbBIN Xe Auype3
cocrapiigeT npumepHo 70% ot (GU3MOJIOrMYECKOR Io-
TpeOHOCTU B XMIKOCTH, CBBIIIE OH JIOJDKEH CUMTAThCS
U30BbITOYHBIM (ITATOJIOTUYECKUM).

OernpgpaTtauus

IMox merunmparanyeii cyiemayeT MOHUMATh YMEHbIIIEHHNE
00IIIeTO comepskaHMs BOIBI B OpTaHM3Me 0e3 MM BMeCTe
¢ U3MEHEHNEM KOJIMIEeCTBA TeX WX MHBIX MOHOB. 1o ipu-
3HAKy M3MEHEHMSI KOHIIEHTpALlUX HATPUsS OTPeeIsIeTCsT
TUTI Aeruapatauuu. KimHudeckast XapaKTepucTrKa KaxK-
JIOTO TUTIA AeTHUApaTalMK MpeacTaBieHa B TaoJ. 1.

M3oTonnyeckas neruapatanms — HapylleHUe TUAPO-
MOHHOTO OOMeHa, MPU KOTOPOM Hapsiiay ¢ Ae(PUIIMTOM
BOJIBI U HATPUS B OpraHU3Me OCMOTHYECKash KOHIIEHTpa-
LIST BHEKJIETOYHOU SKUAKOCTU M OOJBIIMHCTBA MOHOB
B Hel ocTaeTcsl B TpeaesaXx HOpMbI. CHIKAETCsT KO-
YECTBO BHEKJIETOUHOM SKUAKOCTU, BKITIOYast U OOBEM
mia3mbl. MI30ToHMYecKast aeruaparalusi — Haubosiee Ja-
CTBII BUJ 00€3BOKMBAHMS MPY KUIIIEYHBIX MHGMEKIUSIX [4].

Tunoronnueckas neruaparamusa (coseneduuuTHas,
BHEKJIETOYHASI) Pa3BUBAETCSA B TeX Clydasx, KOTaa op-
TaHU3M TepsIeT XKUIKOCTb C OOJIbIIed KOHIEHTpaIue
MOHOB, B OCHOBHOM HATpUs. DTOT BMI JeTWApaTalluu
Mp¥ WHOEKIIMOHHON TATOJIOTUM BCTpeYaeTcsl peaKo,
MpY OAWHAKOBBIX CTEIEHSIX Jeruapataluyd Haubo-
Jlee TSDKeJIoe COCTOSTHWE JeTell HaOomaeTcss WMEHHO
MpY 3TOM THITIE.

Tunepronnyeckass aerwaparanus (BomoaeduNUTHASA,
BHYTPHKJIETOYHAS]) PA3BUBAETCS TMPU TIOTEPSIX «IUCTOM»
BOABI WJIM XUIKOCTU TUITOTOHUYECKOW OTHOCUTEIBHO
I1a3Mbl. Bemyrieit 3aKOHOMEPHOCTBIO 3TOTO BapuaHTa
00€3BOXKMBAHUS SIBJISICTCS TTOBBIIIEHNE OCMOJIIPHOCTH
BHEKJIETOUHON XKUIKOCTH, OOYCIOBIMBAIOIIEH TTepeMe-
IIeHNe XUAKOCTU U3 KJIeTOK [3].

B Ta6n. 2 npencrabiensl Kputepun BO3 msa oneHKn
nedUImMTa KUIKOCTH Y aeTei. JIst onpeieieHusT TSKeCTH
nerunpaTanu u oobema neduunTa (B Mit) IS TTOCIeIyo-
mero BocrioaHeHusi ESPGHAN (European Society for
Paediatric Gastroenterology, Hepatology and Nutrition —
EBpomneiickast acconmaiysi AETCKUX TacTPOIHTEPOJIOTOB,
rerarojioTOB U JUETOJIOTOB) PEKOMEH/IYET MCIOIb30BaTh
kianHuueckyto mkany aeruaparauuu CDS (Clinical De-
hydration Scale): 0 6anoB — meruapaTaiysi OTCYTCTBYET;

1—4 Gannma — yerkas geruaparamnus; 5—8 0aJlJIoB — IeTra-

paTtaius cpeiHeit u Tsokenoi creneHu (tada. 3) [5].
Jleduenne. OGe3BoOXXMBaHME Bcerga TpeOyeT IKCTPEeH-

HOIl M auHaMu4YHOM Tepanuu. [Ipu BoasiHUCTOM Auapee

akcrepthl BO3 (2006) ipu3HAIOT aGCOMOTHO TOKa3aHHOM

3(pHEeKTUBHOCTh TONBKO JBYX TEParieBTUYECKHUX MEpPO-

MPUATAN — peruapaTallii W aJeKBaTHOTO MUTaHUs [6].

ITpu gacToit pBOTE U MpU3HAKAX SHTEPATHLHOTO OTpaBIie-

HUST MOXKET OBITh TTOKa3aHO TTPOMBIBAHME JKETyaKa DJIeK-

TPOJIUTHBIMUA pacTBopaMu. KopMieHUe He TPOBOAMTCS

TOJIbKO TIPY HeTpeKpalllalleiicss pBoTe, 3aCTOMHBIX SIB-

JIEHUSIX B BEPXHUX OTIENIaX XKeTyI0UHO-KUIIIEUHOTO TpaK-

ta [7]. B neyeHun HapyiieHuii TUIAPOMOHHOTO OOMEHa

npeobIagaeT maToreHeTHUeCKasi Teparusi, HarpaBIeHHas

Ha HOPMaJIM3allMI0 HApYIIIEHHOTO OOMEeHa ITOCPENCTBOM

MepOpaNbHOTO ¥ MH(MY3MOHHOTO BBEICHUS XUIKOCTH.
[lepopanbHyI0O perumparanudio HEOoOXOTUMO TIPO-

BOIWTH C TIEPBBIX YacOB 3a00JICBaHUS, €CITM COXpaHEH

rnaccax Mo KUIIEYHUKY (HET MOBTOPHON pBOThI). OOB-

€M BBOIMMON XMIKOCTU Yepe3 POT 3aBUCUT OT CTETICHU

Jeruapartaiii U MHIWBUIYaIbHBIX ocobeHHocTei. BO3

PEKOMEHIYeT MCIOJIb30BaTh TITIOKO30-COJIEBBIE PACTBO-

PBI; OCMOJISIDHOCTh YJYYIIEHHBIX peruapaTaliiOHHbBIX

pacTBOpPOB He J0JIKHA TpeBbIaTh 245 Mocm/n. B Ha-

cTosIlliee BPeMsT MPUMEHSTIOT PaCcTBOPBI CO CHUKEHHOM
ocMmoJisipHocThio: Permnpon buo, Xymana BiekTposur,

OPC-200 [8]. CornacHo BO3 u kputepusim ESPGHAN,

PEKOMEHIYeTCsT CIICAYIONIMI COCTaB Ul TIepOpab-

HoWl perunaparauuu [3]: HaTpuit 75 MMOJIb/T; XJIOPUI

65 MMoJIB/IT; TIIIOK03a 75 MMoJb/IT; Kaauii 20 MMOJIb/IT;

mutpat 10 MMOJIb/JT; OCMOJIIPHOCTD 225—245 MocMm/1.
Crenyet cobonaTh cienyloline npaBua;

1. TIpu pacueTe HEOOXOAWMOTO KOJIMYECTBA XKUIKOCTH
HY>XHO OpMEHTUPOBAThCS Ha BO3pACTHBIE ITOKA3aTe TN
oObema keaynka M (pU3MoJOTUHYECKYIO TTOTPEOHOCTb.
MarneHbKYe IeTH, 0COOSHHO MEePBBIX MECSIIEB KU3HU,
HE CMOTYT yBEJIMYUTDH MOTpeOIeHNE KUIKOCTU OoJiee
yeMm Ha 1/3—1/2 ot pusuosornyeckoit mOTpeOGHOCTH.
OpueHTUPOBOYHAST HOpMa TOTPEOJEeHUST XKUIKOCTH
B IepBbIe 6—7 Mec XXU3HU 5—5,5 Mi/kT B yac. [ToaTo-
My JIETSIM B 3TOM BO3pPaCTe MOXHO YBEJIMUUTD MOTPEO-
JIEHWe KUJKOCTU He OoJjiee yeM no 7—7,5 mi/Kr/yac
(mMakcuMmaibHo 1o 10 mi/kr B yac). [Ipu 2TOM HYXHO
CJeIUTDH 3a TeM, YTOOBI XXMIKOCTh HE 3acTavBaiach
B ITPOCBETE KUIIIEYHUKA.

2. KUAxKocTblo, BBOAMMOI Yepe3 pOT, MOKHO YCTPaHSITh
TeKylue Torepu, He mpesbimatwime 20—30 mi/Kr
B CyTKH. TakiM 00pa3oM, BO3MOXKHO yCTpaHEHUE Jie-
TUIpaTanuy He 6ojiee 3—5% Macchl Tena.

3. He crnenyer naBaTh peOGEHKY MUTb TOJbKO OJHY BOY.
Heob6xomnmo MCTob30BaTh BOTHO-(TTIOKO30)-COJIe-
BbI€ PACTBOPBHI, JaXe TPU TUIIEPTOHUYECKON ITeru-
pararuu.

4. HyxHo nouts 1o 1—2 yaitHoii 1oxKu yepe3 5—10 MuH.
TTocne mepBBIX 4—6 9 pernapaTai HEOOXOINMO Olle-
HUTh AMHAMUKY CUMIITOMOB 00€3BOXKUBAHUS C LIETbIO
OTIpeNeSICHUS TIOCIIEMYIONIEH TAKTUKY JICICHUS.
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B MOMOLLIb TPAKTUYECKOMY BPAYY

Tabauya 1. Knuanyeckas XapakTepUCTHKA BUAOB JerHAPaATALMA
Table 1. Clinical characteristics of dehydration species

Cnm3ucteie 000-
JIOYKH

Mpl111euHBIi TO-
HyC ¥ repudepu-
qyeckasi HepBHast
cucteMa

Temneparypa

Huype3

JlabopaTopHbIie
JTAaHHBIC

OCJIOKHEHUST

HIOIIITHBIC

bnenHo-po3oBkie, 6iieIHO-Ce-
pbIe, Cyxue

ToHYC MBI CHUXKEH, TUII0-
pediekcusi, cymoporu He Xa-
PaKTepHBI (€CIU ISl HUX HET
JIPYTUX MPUYKUH) 3anageHue
IIa3HBIX SI0JIOK ¥ POTHUYKA

Cy06hebpribHas

CHIXEH, M30CTEHYPHST

[ToBblllIeHME cOmePKAHUS:
reMorIo0MHa, reMaTOKPHTA,
YPOBHSI O€JIOK ITPU HOPMaJTb-
HOM OCMOJISIPHOM JaBJIEHUH
TU1a3Mbl 1 (PU3MOJIOTMYECKOI
KoHLeHTpauuy Hatpust. Co-
Jep>KaHUe KaJausl MOXKET ObITh
yBeJMueHo. MeTaboinyecKuin
anuao3

CBs13aHBI C TPOrPECCUPOBAHM -
€M TMITOBOJIEMHU, CHIDKEHUEM
kpoBotoka. [llok, JIBC, PIIC,
OITH

BJ'[eI[HO—pOSOBLIC

ToHuueckue, TPYIHO KyIH-
pyemblie cynoporu. [unotoHust
MBIIIIL, TUTTOpedaeKCHs.
[masHbIe 1610KM 3amaBIIne,
MsITKUe. 3anaaeHue 00bII0ro
pomHMYKa 60Jjiee BhIpAXKEHO

HOpMaJ'H)HaH WJIM ITIOHW2KCHHAaA

BrimeneHne 00IbIIOrO KOJIM-
YecTBa TMIMOTOHUYHOU MOYM
(cHUXXeHa peabcopOoLmst).
[mocrenypus (1004—1005)

[NoBrIIIeHME OeIKa, reMOrJIo-
OMHa, TeMaTOKPUTA; CHIKEHUE
OCMOJISIPHOCTH TIa3Mbl, TUIIO-
HaTpUEMUs], TUTIEPa30TeMMSI,
TUITOCTEHYPUsI, YPOBEHb KaJlUsl
HOPMaJIbHBI WJIN CHVDKEHHBINA.
MeTtabonmyeckuii auumo3.
CHIXeHMEe KOHIIEHTpALIMU
XOJIeCTeprHA U OOIIUX JIUTTUIOB
KPOBU, TUTIOTIPOTCUTHEMUST

Cynoporu. Koma. OcioxxHeHust
CBSI3aHbI C TUIIEprUaparaiyei
KJIETOK MO3ra Ha (poHe 001Iero
00€3BOXKMBAHUSI: 00JIbHbIE
HYKIAIOTCSI B TTOCTEIIEHHOM,
XOPOLLIO CIUTAHUPOBAHHON
MH(bY3MOHHOM Tepanin

ITpusHak N3oTonnyecKuii Tunoronnyeckuit Tunepronnyeckuit
HenocratouHocTh KPOBOOO-
pamienus (mok). CHIDKeH1e
[MpuawHa pas- . OTtek-HabyxaHWe TOJIOBHOTO OTtex-HabyxaHKe TOJIOBHOTO MO3Ta
o0beMa LIUPKYJIUPYIOIIEH Kpo-
BUTHUS Mo3ra (TUIOOCMOJISIPHOCTD) (TrMIIepOCMOJISIPHOCTD)
BM 3a CUET CHIDKEHUST 00beMa
IVPKYJIUPYIOIIEH TTa3Mbl
IMotepu Bae 2KKT (TpymnHo Kyrupye-
OOuIbHas CEKpeTOpHas Masl JIMXOpajika, OOMIbHOE TTOTOOT-
apesi B COYETaHWM C 3aCTOM-  JIeJIeHUe, OfIbIlIKa). luapest ocMo-
CoueTraHHbBIE TIOTEPU: HBIMU SIBJICHUSIMUA B BEDXHUX  TUYECKOTO XapaKTepa — CKOIIEHUE
JIuxopaaka, oomnbHbie motepu  otaenax KKT (pBota ¢ xen- B KMILIEYHUKE OOJIBIIIOTO KOJIMYECTBA
IIpenpacnona- n3 KKT, cexkpeTopHast tuapesi; 4blo M KULIEYHBIM COIEPKU- sxunkocty. KopmieHre KOHLIeHTpH-
raforye GakTopel  HEJOCTAaTOYHOCTh (GU3NoIorn- MbIM). [loTepu Yepe3 racTpo-,  POBAHHBIMU MOJIOUHBIMU CMECSIMU
YecKOl MOTpeOHOCTHU y AeTell;  WiIeoKosocToMy. Beretapuan- ¢ orpaHuyeHueM Bobl. [nepToHuye-
KPOBOIOTEPST cTBO. XpOHUYECKOE HE0- CKM€ KJIM3MBI, MCTIOJIb30BAaHUE CIIa0u-
ellaHe pedeHKa C pa3BUTUEM  TEeJIbHBIX OCMOTHUYECKOTO IECTBUSI.
IUCTpOU 30HI0BOE MUTAHUE OOJILHBIX, HAXOJISI-
IIMXCSI B KOMAaTO3HOM COCTOSTHUM
JleTy BsUTbI, aIMTHAMUIHBI.
YTpaunBaeTcst TOIBKO BonbHBIE B cO3HaHWY, BO30YKIEHWE
YTpaunBaeTcst paHoO, 33/10JITO
Ha MO3IHUX CTAUSIX JTUTEIb- C KPaTKOBPEMEHHBIMU TTEPUOAAMM
HO CYILECTBYIOLIEH Aernapa /10 MOABJICHITA MPU3HAKOB yraetenust. [1pu Bune uiu ouryie
JIEKOMITEHCAIIU KPOBO- :
CosHaHue TaIMU TIPY Pa3BUTUU UIIIEMUY HUU BO PTY XUIKOCTH BO30yKIeHIE
obOpaienusi. Taxukapaus, .
Mo3ra Ha (hOHE Pe3KOTo CHU- yCUJIBaeTCs. Y MaJlOBECHBIX JIeTeit
IyJIbC C1a00TO HAMTOJIHEHMUS,
JKEHMUSI CEpIeYHOro BIOpoca, BO30YKIEHUSI MOXET He ObITh. bec-
[JIyXOCTb CePIeYHBIX TOHOB, o
AJl CHIKEHO, TaXUKapaAust noKoicTBo. AcdoHus, TI1a4 6e3 cie3
cHkeHHOe AJl
Bbrnennble. [lucranbHble OTIE- TunepeMupoBaHHBIE, 0COOEHHO
Koxubie " LnanotnuHblie, MpaMOpHBIE
JIbl KOHEYHOCTel 6J1eIHO-CH- MpY KOHLIEHTPALMW HATPUsL
TOKPOBBI (XonomHast, IUMKast Koxa)

160 MMOJIB/TT 1 BBITIIE

Spko-kpacHbIe (Cyxue)

Tuneppedaexkcust, MbIIICYHbBIM
TUTIEPTOHYC, TPEMOP KOHEYHOCTEI,
KJIOHMYECKHE CyI0poru. bosbiroit
POIHUYOK MOXKET OBbITh 3aIaBIIIIM,
qarie CriaxeH

TToBbIIIEHHAS

Tunepcrenypus (1040). [TepBas mop-
LIMSI MOYM MYTHasI, ‘3aTeM O Mepe
peruaparamyu mpo3pavHast

TunepHarpueMusi, yBeandyeHue
reMaTOKPHTA,TOBBILIEHNE OCMOJISIP-
HOCTH TIJIa3MbI

Kposouznusinust B Mo3r. Koma.
OCJI0XXHEHUS CBSI3aHbI C TUTIEP-
OCMOJISIPHOCTBIO MHTEPCTUIINS

M 9acTO BO3HUKAIOT Ha (hoHe
CJIMIIIKOM aKTUBHOI MH(PY3MOHHON
Teparnuu

[pumeuanue. KKT — xenynouHo-kumieuHbii Tpakt; A/l — aprepuanbHoe nasienue; JIBC — nucceMMHUPOBAaHHOE BHYTPUCOCYAUCTOE CBEPTHI-
BaHue; PIIC — pecniuparopHblii nuctpecc-cuHapom; OITH — octpast moyeyHast HeAOCTaTOYHOCTb.
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BropeiM aTamom OymeT TOMIEPKUBAIOMIAST TTUThE-
Bas peruapatalnmsi — pebeHOK KaxKable ITOCIEAyIoIIne
6 4 JOJKEH MOJTydaTh CTOJIBKO PACTBOPOB, CKOJIBKO XKW/~
KOCTW OH TIOTepsiT 3a 3TO BpeMsi. [Ipy HEBO3MOXKHOCTU
TaKOTO ydyeTa TOTeph XXUIKOCTU peOEHKY B BO3pacTe IO
2 net caenyeT aaBaTth 1o 50 MJ1 BOIHO-(TJTI0K030)-COJIeBO-
TO pacTBOpa Tocje Kakmoil nedeKalmy B TeYCHHE Jaca,
a getsm crapiie 2 jet — no 100—200 ma. Ipu xenanuun
JTOTIOJTHUTEIBHO MOXHO WCIOJIb30BaTh Yaid, OTBap Cy-
XO(DPYKTOB, IMUMOBHUKA U 1p. [1py 3aTpyaHEHHOM TJIO-
TaHUM WIX OTKa3e OT BOIbI PAacTBOPHI MOXKHO BBOIWTH
yepe3 Ha30TacTpalbHBINA 30HI (pacyeT TOT Xe, BBOIWUTH
co ckopocteio 10—20 mui/kr B 4ac). lyisi BoccTaHOBIIE-
HUSI CyXHUX CMeceil, TIPUTOTOBJIEHUST pa3IUIHBIX pac-
TBOPOB M OTBapoOB, TAaKKe B KA4eCTBE MUTHSI TSI Opaib-
HOW peruapaTaluy MpeKpacHO 3apeKOMeHIoBaia ceost
«@pyroHsHsa» neTckast Boma», U3roTaBIMBaeMas Coriac-
Ho TY 0131-026-00336929-06 «Bona nuThbeBast apTe3uaH-
ckas «"®dpyroHsHa" ngeTckas Boma» BBICIIEH KaTeTopyu
KayecTBa»; YCJIOBUST TIPOM3BOACTBA BOIBI COOTBETCTBYIOT
tpeboBanussm CanlluH 2.3.2.1940-05 «Opranuzamus
JeTcKoro nutanusi». [1o pesyiasraTam sKCHepTU3bl JaH-
Hasl INTheBasT BBICIIEH KaTeropuu KadyectBa «"®pyroHs-
Hs"» gerckast Boma», BblmyckaeMass AO <«[TPOI'PECC»
(Poccust), mo opraHosienTUYeCKUM, CAHUTAPHO- XUMUYE-
CKUM U CAaHUTAPHO- MUKPOOMOJIIOTUIECKUM MOKa3aTe IsIM
COOTBETCTBYET «MennKo-OMOoJOTHIECKUM TpeOOBAaHUSIM
K BOJIe JIJIST BOCCTAHOBJICHUSI CYXUX TTPOAYKTOB IETCKOTO
MUTAHUS U TUETUUYECKOTO MUTaHUs» U «[MrmeHnIecKuM
TpeOOBaHUSAM K Ka4eCTBY BOIBI, pac(hacOBaHHOI B eMKO-
ctu», CanlluH 2.1.4.1116-02», MOJHOCTBIO COOTBETCTBY-
erT kputepusiMm anuadesonacHocTu. CoaepkaHue OUO-
JIOTUYECKM HEOOXOMUMBIX MUKPO3JIEMEHTOB (KaJIbLIMIA,
MarHuii, OmkapOOHaThI, Kaynii), iioga u ¢dTopa B BOIE
"®pyroHsHa" nmeTckas Boma», COOTBETCTBYET YPOBHSIM
(GU3NOIOrMYECKOI TTOTPEOHOCTH OpraHn3Ma etTeii [9].

Tabauya 2. Ouenka nedunura XuakocT y pedenka (BO3)
Table 2. Assessment of fluid deficiency in the child (WHO)

DPGeKTUBHOCTh MEPOPaTBLHON peruapaTaliii OIle-
HUBAETCST TI0 YMEHBIIEHWIO 00beMa MOTePh KUIKOCTH,
KYIMUPOBAHUIO KIMHUYECKUX TPU3HAKOB 00€3BOXMBA-
HUSI, HOPMAJIU3ALUU TUype3a, YIYYLIEHUIO OOIIEero co-
CTOSTHUS peOeHKa.

Nudysnonnaa tepanus. [lokazanHus Kk uHbY3U-
OHHOM Tepanmuu: WHMEKIMOHHO-TOKCUYECKUI 0K,
TUTTOBOJIEMHUYECKHUI IIOK, TSKeNask CTeTeHb Jeruapa-
TallMy U OTCYTCTBUE 3hheKTa OT MPOBOJAMMOI Opalib-
HOW perugpatauuu B TedyeHue cyTok [10]. YmoOGHO
pas3zeisaTh IMapeHTepaJbHO TPOBOJMMYIO peruapaTa-
uuio Ha Tpu ¢assl. HauanbHas dasza npegycmaTpuBa-
eT HOpMaJIn3aluio TeMOAUHAMUKY U (DYHKIIMU TTOYEK,
TaK KaK UX HapyllleHue UMEET IepBOOUYEePEeTHOE 3HAUEC-
HUE B TMaToreHe3e Jeruapataluy u nporHose. B aToii
¢aze OBICTPO BO3MelllaeTcsl yTpauyeHHbIT 00beM BHE-
KJIETOYHOM XUIKOCTH.

TlepBas asza peruapatanuu (mepBeie 1—2 u).
B or1o0if (dase 060ABHOTO, HAXOISIIETOCS B KPUTHU-
YeCKOM COCTOSTHUM, BBIBOIAAT M3 COCTOSHMSI IITOKa
WIW TIpEeIOTBPAIlaloT €r0 pa3BUTHE C MOMOIIBIO ObI-
CTPOTO BO3MEIIEHUSI O0beMa BHEKJIETOYHON KWJI-
KocTh. PekomeHmyeTcsl BBOAUTbL W30TOHUYECKHUE
pPacTBOPbI JEKTPOJUTOB, COAEPXKALIUE WU HE COAEP-
KaIllKe TII0KO3Y, B 3aBUCUMOCTH OT YPOBHS TITMKEMUH.
Wx BBemeHue cieayer HayaThb HeMeEJJIEHHO, daxe
MpU OTCYTCTBUU MH(MOPMALMU O COAEPXKAHWU 3JIeK-
TPOJUTOB B CHIBOpOTKe. OOBEeM KUIKOCTA MOXKET CO-
ctaBasATh 10—20 MJI/KT ¥ BBOAUTHCS B TEUEHUE TIEPBBIX
IBYX 4acoB. [Tpu rHTIOBOJIEMUYECKOM IIOKE BO3MOXHO
O0osee ObicTpoe BBeneHue. [Ipu BBeneHUM HeoOXOmuM-
MBIX 00BEMOB XKUJIKOCTH HY>KHO KOHTPOJUPOBATh IeH-
TpaJibHOE BEHO3HOE JaBJIEHUE, YTOOBl CHU3UTH PUCK
TUnepruapatainu. Bo Bcex ciydasx mperapaThbl KaJaus
pEeKOMEHAyeTCcsl Ha3HavyaTh TOJBKO TOCJIe BOCCTAHOB-
JIEHUSI HOpMaJTbHOM (DYHKIIUU TTOYEK.

Jedumur xkunkoctu, % Jedunmur xuakocta, mi Ha 1 Kr

LT A IE N MO OTHOLIEHHUIO K Macce TeJia MAacCChbI TeJ1a

Het npusHakoB 00e3BOXKMBaAHUST <5 <50

Hekoropasi cterneHb 00€3BOXXMBaHUS 5—10 50—100

O0e3BOXMBaHUE B TSIKEIO0M (hopme >10 > 100
Tabauya 3. lllkana neruaparamun CDS
Table 3. Scale of dehydration CDS

Bamwib
ITpusHak
0 1 2

Kaxna, 6ecroKoucTBO,

Buenrauii Bug HopmanbHbrit Bsi10CcTh, COHIMBOCTD
pa3apaXkuTeTbHOCTh

[azHeie s16;10K1 Typrop HopMaJIbHBI Crerka 3amnaBIiive 3anaBiiue

CnusucTbie 000J04KM  BraxHbie Jlunkue, cyxoBaTbie Cyxue

Crnesbl Cre3ootesieHue B HOpME Cne300TaesIeH1e CHUXKEHO Cresbl OTCYTCTBYIOT
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Bropast daza peruaparaium (riepssie 24 4). Heobxo-
MO BC€ YCUJIUS HATNPaBUTh Ha KOPPEKUUIO AeduinTa
HaTpUs M BOABI, a TAKKe Ha BO3MEIIEHHE TATOJOTHYE-
CKUX ¥ OOJTUTaTHBIX (DM3MOJOTUIECKHX UX TTOTePh. MOXK-
HO HayaTh BBeAeHHMe Kanusi. B aToil dase neyenus cie-
JIyeT OTPENCIUTh YPOBEHb 3JIEKTPOJIUTOB B CHIBOPOTKE,
a JIedeHe MOXET OBITh MOIU(MUIIMPOBAHO B 3aBUCUMO-
CTH OT YPOBHSI HATPHS B HEl.

Tpetbst aza peruaparatyu (2—3-u cytku). [1pomon-
JKeHue ycrpaHeHMs1 nedwuirta. BocronHeHue dusuno-
JIOTUYECKO! TTOTPEOHOCTU Y TATOJOTUYECKUX TOTEPb.
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NUcrorPusi NEQUATPUN

Bxnan npogeccopa I'.A. TypHepa B 1eTCKyI0 opTOneanio M KJIMHUYECKYI0 XHPYPIHIO
(K 160-71€THIO CO THS POXKIAEHUS)

T.1II. Mopeowus', H.A. Coipoexcun’

'PrbOY BO CaHkT-MNeTepbyprckunii rocynapCTBEHHbIN NeAnaTpryecknini MeamUMHCKnii yHnsepeuteT, CaHkT-Metepbypr, Poccus;
2060c0651EHHOE CTPYKTYPHOE noapasaeneHne «<Hay4yHo-1ncenenoBaTensCkmin KIIMHUHECKUIA UHCTUTYT neanaTpum uM. Akapemuka
t0.E. Benstuwiesa» @re0Y BO PHUMY nmenn H.U. Muporoesa MuHsapasa PP, Mocksa, Poccus

The contribution of professor G. 1. Turner in pediatric orthopedics and clinical surgery
(160th anniversary of birth)

T.Sh. Morgoshiya', N.A. Syroyezhin’

'Saint-Petersburg State Pediatric Medical University, Saint-Petersburg, Russia,
2Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia

Crarbs NoCBsillleHa MHOTorpaHHoii aesreiabHocTH Tenpuxa Msanosnua Typuepa (1858—1941). OTmeueHO, YTO NepBOHAYATILHO
I'.. TypHepa uHTEpecoBaIM JajieKHe OT OPTONEIUN MPOOIEMbI: OCTPbie THOIHbIE MPOLECCHI B MPABOIi MOAB3IOIIHON SIMKe U JIp.
B 1895 r. cocrosznocs Haznayenue TypHepa npodeccopom kadeapbl necMyprun 1 MexaHypruu BoeHHO-MeIMIMHCKON aKajaeMuu.
OH 0XMBIJI NIPENO/IABAHKE MPeMETA U NePeBell ero Ha «IMUPOKYI0 MPAKTHYECKYI0 MouBy». [enpux VBanoBuy TypHep cTan oaHuM
13 OCHOBOMOJIOKHIUKOB 0T€4eCTBEHHOI OPTONeNH, Oprann3aTopom u pykosoaureiem (¢ 1900 r.) nepBoii B Poccuu kadenpbi u Kim-
HUKHM opronenuu. Muoro cui u sHeprum otnan I.U. Typuep neny okazanusi noMouu 00JIbHBIM JA€TSM, CTPAAAIOIMM (PU3MIECKUMHI
HeJ0CTATKAMH, BOCCTAHOBJIEHUIO TPYIOCIIOCOOHOCTH JieTeii-uHBaM10B. OH MHOTO JIeT pyKOBOI1JI padoToii feTckoro npuiota B Ile-
Tepoypre, KoTopbiii B 1932 r. 0b11 npeodpa3osan B Hayuno-ucciieoBaTe/IbCKMii HHCTUTYT AeTCKOi mHBamaHocTi umenn .. Typ-
Hepa. DTOT MHCTUTYT CTAJ OPraHM3aALMOHHBIM U METOAMYECKHM LEHTPOM 00pbObI ¢ NeTcKoii uHBaMAHOCTLI0 B CoBeTckoMm Coro3e.
Tenpux ViBaHoBHY nepBblii B Poccuy MOQHSII roJI0C B 3aMTY peOeHKa-MHBAJIMIA, YKA32Jl HA He00OX0JMMOCTh OKA3aHUs IJIAHOME-
HOIi roCyapCTBEHHOI MOMOIIH IeTAM-HHBAJIHIAM C 3200/IeBAHUSIMHI OTIOPHO-/IBUIATEJIbHOTO anmnapara.

Karoueswte caosa: demu, uneanuodvt, I . Typuep, 6uoepagpus, opmonedus:, 601e3Hu 0nOPHO-08UAMENbHO20 ANNAPAMA, 8PONHCOCHHbLE
AHOMANUU NO360HOUHUKA.

Ansa untuposanuns: Moprowwwus T.LL., CeipoexuH H.A. Bknaa npogeccopa U. TypHepa B AETCKYO OPTONEAnto 1N KIMHUYECKYIO XUPYPIito
(k 160-netnio co aHs poxaerus). Poc BectH nepuHaton n neavatp 2018; 63:(2): 85-89. DOI: 10.21508/1027-4065-2018-63-2-85-89

The article is devoted to the multifarious activities of Genrikh Ivanovich Turner (1858—1941). It is noted that originally G.I. Turner
was interested in problems abstracted from orthopedics: acute purulent processes in the right iliac fossa, etc. In 1895, Turner was
appointed Professor of the Department of Desmurgy and Mechanics of the Military Medical Academy. He revived the teaching
of the subject and transmitted it into “broad practical soil”. Genrikh Ivanovich Turner became one of the founders of the Russian
orthopedics, the organizer and the head (since 1900) of the first in Russia department and clinic of orthopedics. G.I. Turner gave a lot
of power and energy to render assistance to sick children suffering from physical disabilities, restore the working capacity of children
with disabilities. For many years he was in charge of the orphanage in St. Petersburg, which was transformed into the G.I. Turner
Research Institute of Child Disability in 1932. This institution became an organizational and methodological center for combating
child disability in the Soviet Union. Genrikh Ivanovich was the first in Russia, who raised his voice in favor of the disabled child,
pointed out the need to provide systematic state assistance to disabled children with diseases of the musculoskeletal system.

Keywords: children, disabled, G. I. Turner, biography, orthopedics, diseases of the musculoskeletal system, congenital anomalies of the spine.

For citation: Morgoshiya T.Sh., Syroyezhin N.A. The contribution of professor G. I. Turner in pediatric orthopedics and clinical surgery ( 160th
anniversary of birth). Ros Vestn Perinatol i Pediatr 2018; 63:(2): 85-89 (in Russ). DOI: 10.21508/1027-4065-2018-63-2-85-89

HMH Tenpuxa WMBanoBuua TypHepa (1858—1941)
10 TIpaBy 3aHWUMaeT JIMANPYIOIIee MECTO B PSIIY
WMEH BBIIAIOIIKMXCS YYSHBIX, TTpocaaBuBIINX Poccuio.
TBopuecTBO BEJIWKOTO XUPypra, MBICIUTENSI, TpaBMa-
TOJIOTa, OPTOIIEeNa, BJIAEBIIETO TapOM XYIOXKECTBEH-
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CeipoexuH Hukonaii AnekcaHapoBud — Bpay-peHTreHosior HayuHo-uc-
CJIEIOBATEILCKOTO KIMHUYECKOTO MHCTUTYTa MEAMaTPUM UMEHU aKaJeMHKa
10.E. Beastuiiesa

125412 Mockaa, yi. Tangomckas, 1. 2

HOTO0 OTKPOBEHHUSI, OCTaBWJO CJel B KJIMHUYECKOU
MeauiinHe. [eHMaabHBI XUPYpPT, BEPHBIN IOCIEN0-
Bareab H.WU. IluporoBa m H.B. Cximdocosckoro,
I'U. TypHep Ha mnpoTsskeHun moutu 60 jeT cBoeit
Hay4YHO-TIPAaKTUYECKOUN JesITeIbHOCTA YCMEIIHO pa3-
BUBaJl MUPOBYIO MEAWIIMHY, oOoraiasi ee 0eclieHHbIM
KJIMHUYECKHUM OTTBITOM.

Tenpux MBanoBuyu Typuep (puc. 1) pomuics 29 ceH-
Ts10pst 1858 1. B [leTepOypre B MHOTOAECTHOI cembe. JleT-
ctBo s [eHpuxa 3akoHYMIOCH B 13 JieT, Korma oT Ty-
OepKyJsie3a ymep oTell, M 3a00Ta O 1IeCTepPhIX ACTIX Jieria
Ha ero ¢ maTepblo Tieun. Bckope ocupoTeBiasi cembs
nepebpanach XUTb Ha XEePCOHCKYIO yauily. 2KHU3Hb ce-
MbU B HOBBIX YCJOBHUSIX CJIOXWJIACh CYpOBOW, TTOJTHOM
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ucnbiTanuil. KBaptupa y Hux Obula OYeHb T€CHasl, a 3U-
MOWi Jiefl TOKpbIBaI OKHa U3HyTpu. O Martepu TypHep
Bcera rOBOPUJI C YyBCTBOM OOJIbIl  Of JIIOOBU U MOAYEP-
KHWBaJI, YTO UMEHHO OHa BCEJIUJIa B HETO JIIOOOBb K KU3HU
M CITOCOOHOCTH K 00ph0e ¢ JTUIIECHUSIMU.

HauvanbHoe oOpazoBanue majeHbKUii [eHpUX mosy-
YUJI B 1IKOJIe Ha yriay ObiBiieil CIOHOBOM yaulbl (B Ha-
crosiiee Bpemsi CyBopoBCKMit TIpoctiekT) u 4-it Poxne-
CTBEHCKOI yJulibl (B HacTosiiiee BpeMs 4-s1 CoBeTckas).
MmenHo 3nech [eHpUXy MPUBWIM HEyracaroliyo JI000Bb
K Tpyay. OH ObLT TOPAOCTHIO HMIKOJIbI U JIETKO TTOCTYITHII
BO BTOPYIO KJIaCCHUYECKyl0 MporumMHasuio. briaromapsi
oTinyHOi yuebe IeHpuxa, ceMbsi OblIa OCBOOOXIEHA
OT OIUIaThl 32 O0yYEeHUE, YTO 3HAYMTEJbHO YMEHBIIUIIO
pacxonbl. 3aKOHYMB TIporuMHasuio, [eHpux MBaHOBUY
MOCTYMUJI B TEPBYIO KJIACCUYECKYI0 TMMHA3UIO, OJHY
M3 JIYIIIAX TUMHa3Wii Ha To Bpems. B 1876 t., mocrme
OKOHYaHUSI TUMHa3uM (TAe ObUTM TIOJyYeHBbI TIepBOHA-
yaJibHble 3HaHUSI (DPaHIly3CKOro, HEMEIKOro, JaTWH-
CKOTO U TPEYECKOTO SI3bIKOB) ObLI 3a4MCIIEH CIylIaTeIeM
Meauko-xupypruueckoi akaieMuu, KOTOpyto ¢ OTJIUYU-
eM 3akoHuua B 1881 1. [2].

PaGorast B kauecTBe acCUCTEHTa XUPYPrUUECKOM Jie-
yeOHUIIBI AJIEKCAaHAPOBCKOI oOmMHBI cectep KpacHo-
ro Kpecra, a Takxe B xupypruuyeckom otaeneHun Hu-
KOJIaeBCKOTO BOeHHOro rocnuraisi, [eHpux MBanoBuu
Mpolies MPeKPacHylo IIKOJMY MpaKTUYECKOro olyye-
HUSI U TIPUOOpEN HIUPOKYIO XUPYPTUUECKYIO0 SPYAULIUIO.
Bcromunast atoT nepuon xkusznu, TypHep nucanr: «Oco-
0oro BjeUYEHUSsI K MEULIMHE 1 caM He yyBcTBoBa. [Ipes-
MPUHATBIA MHOIO BaXXKHBIM IIar B MOE Kapbepe ObLI
cKopee TPOJAYKTOM BHYIIEHUsI MOEro Jsiau TMUBOBapa,
KOTOPBIIl B XOIe MOETO BHEIIIHET0 W BHYTPEHHEro pas-
BUTHSI BUE TIPUMETHI Oymyiiero Bpava» [3]. M3 coctaBa
nperoaBaresieil Oyayiero ocHoBaTes sl OTeYeCTBEHHOM
OPTOMNEANYECKON 1IKOJIbl HY>KHO YIOMSIHYTb TTpodecco-
poB H.B. Cximndocodcekoro, I1.I1. I1enexuna, E.A. bor-
nanoBckoro u C.I1. borkuna. K coxaneHnuto, moa yrposy
CpbIBa MOMAJI0 OKOHYaHWE aKaAeMUN U3-32 OOHAPYXEH-
Horo y [LH. Typuepa C.I1. BOTKMHBIM KaBEpPHO3HOTO
npouecca B Jerkux, Ho [eHpux MBaHOBUY MpPOAOSIKUI
claBaTh 9K3aMeHbl U 7 HOs10ps1 1881r moayuyuns AuruioMm
nexaps [1]. [Tocie okoHUaHMST aKageMUH OH CTasl 3aHU-
MaTrbCsl XUPYpruein, yemy crocoOCTBOBaIO BeCcbMa He-
MPUSITHOE OOCTOSITETBCTBO.

bauskuii npyr [enpuxa — KuHr — oTMopo3uit Ha oxo-
T€ HOTU, U €My aMIyTUpOBaJId 00e cTomnbl. MacTtepcTBO
xupypra K. Pailiepa u ero BHMUMaTelbHOE OTHOILIEHUE
K MosiofioMy Mmenuky npooynunu y L. TypHepa uHTe-
pec k xupypruu. K. Paiiep He 3a0bUT TaJIaHTJIMBOTO CTY-
JIEHTa 1 10 OKOHYaHUU aKaJieMUU TPUTJIACUII €To K cebe
Ha cIyxX0y B KauecTBe MJIAJIIero accucreHTta. Paboras
3nech, TypHep mpollen MPEeKPACHYIO IIKOJY MpPaKTU-
YECKOro OOYYeHUsI, B YACTHOCTU OH OBJIAJe]l OCHOBAMU
JiedyeHus TaTOJIOTUII OMOPHO-ABUTATEIBLHOIO arnapara,
YTO CHITPAJIO BAXXHYIO POJIb IJTSI BCEW MOCIEMYIONIE aes-
TEJbHOCTH.

UCToPUS NEANATPUN

Puc. 1. T.V1. Typuep (1858—1941).
Fig 1. G.IL Turner (1858—1941).

Bcerymuienue I'U. TypHepa Ha xupypruueckoe mornpu-
111e OTHOCUTCSI K BpeMEeHU paciiBeTa aHTUCeNTUKU B Poc-
cur. OCHOBHBIM aHTHUCETITUKOM B TO BpeMsi ObLla Kap-
OosioBast kucyora. Bapixas 1enbIMu THSIMU T1apbl 3TOM
KUCJIOTHI, K Beuepy TeHpux MBaHOBMY ObLT MOABEPKEH
Kap0oJioBbIM oTpaBiieHusiM. Ho B To ke BpeMs 3Tu mapbl
cracjiau eMy XU3Hb: OHU MOTaCUJIM TYOepPKYJIe3HbII TTPO-
1ecc B JieTKuX. BriocienctBuu B cBoeit npaktuke TypHep
YacTo MPUMEHSLT KapOOJIOBYIO KUCIOTY B JICUEHUU CaMBbIX
pa3zHo00Opa3HbIX ciiyyaeB. CienyeT OTMETUTD, YTO 3a OTHO
U3 CBOMX paHHUX UCCeA0oBaHUI — 3a paboty «O neye-
HUU PYOLIOBBIX CY>KEHUI MUILIEBOAA» — YUEHBII ObUT Ha-
rpaxneH B 1890 r. 3010to0it Mmenanbio uM. H.B. Cknugo-
coBckoro. B 1891 . oH cnan sK3aMeH Ha CTeIleHb IOKTOpa
MenuirHbl, a B 1892 1. 6b11 M30paH uneHoMm OOIecTBa
pycckux Bpaueil. [lepBoHauaqbHO €ro MHTEpecOBaIU
Jajiekue OT OPTOMEeAMU TPOOJIEeMbI: OCTpble THOWHBIE
MPOILIECCHI B TIPAaBOil TOAB3IOIIHOM SIMKe, cyiernast KUI-
Ka 1 yepBeoOpasHbIit oTpocTok. B Tom ke 1892 . INU.
TypHep 3amMTUA JAOKTOPCKYIO IHMCCEpPTAllMI0 Ha TeMy
«K anatomMuu cieroil KUIIKA M 4epBeOOpPa3HOTO OT-
pPOCTKa TI0 OTHOILIEHMIO K TIATOJIOTUN MepuTUdIuTa» [3].
B 1894 r. TypHepa momycTMIM K COMCKAHMIO CTETIEHU
MpUBAT-I0LEHTA KIMHUIECKOM XUPYPTUU; TIPOYNTAB JIBE
JIEKIIMK, OH OBLT YTBEepK/IeH B 3ToM 3BaHuu. [locie yxo-
na ¢ Kadenpsl necmypruu u mexanypruu E.B. IlaBnoBa
BCTaJI BOTIPOC O JIajibHEMIIIeM CYIIeCTBOBAaHUM Kadeaphl.
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CobpaBiiasicss KOMUACCHS TIOCTAHOBMJIA pa3pellInTh TIpe-
rmofaBaHWe MeXaHoTepanmuh W CaHUTapHO-BOESHHOTO
nena. IlpenomaBarenem Kadenpnl ObuT HazHaueH [LU.
Typuep. Yepes rom cocrosimoch Ha3zHaueHue TypHe-
pa mpodeccopoM Kadeapbl AECMyprud U MeXaHypruu
Boenno-meauumHckoit akagemuu [1, 3]. OH oxuBuI
MperofaBaHye TpeaMeTa U TepeBesl ero Ha «IITUPOKYIO
MPaKTUIECKYIO TTOYBY», YTO 3HAYNTEITHHO YBETUIMIIO KO-
JIMYECTBO cymateneit. YacTo mpoBOAWIT 3aHITUS B OTTe-
PaIMOHHOM, MO3BOJISIST 00Jiee OMBITHBIM CTYyACHTAM Je-
JIaTh pa3pesbl.

C 1896 1. Tenpux MBaHOBUY — KOHCYJIBTAHT T1O XU-
pypruv B MakCUMWJIMaHOBCKOM JieueOHUIIE, B KOTOPOI
K TOMY BpeMEHH y3Ke JBa Toja MTpUHUMaI 00IbHBIX. bia-
rojapsi SHepruaHoit padbote TypHepa Kak opraHu3aTopa,
OblTa BO3poOXAeHa Kadenpa HeCMypruv U MeXaHypruu
BoeHHO-MeTMIIMHCKOM aKaaeMUH, a Takke XUpyprude-
ckuit my3seit akagemuu. [1pu [enpuxe MiBaHoBu4e my3ei
MTOTTOTHUJICST MHCTPYMEHTAMM HOBOTO THTIA, TIEPEBSA30U-
HBIMM MaTepuajaMy W IIWHAMU, KOJIJIEKIIUEH TTOBpe-
SKIEHHBIX KOCTE, KOTOpbIe TOMOTAA MPU W3YYeHUU
JIECMYPIrUH. DTa KOJJIEKIIUS COXpAaHWIIACh J0 HACTOSIIE-
ro BpeMeHHU, HacuuThiBaeT Oosiee 800 mpemapaToB U He
MMeeT aHAJIOTOB B CTpaHe.

B 1897 r. I.N. TypHep xomaraiicTBOBal 00 yupexie-
HUU TIpY Kadeape KIMHUKK U aMOyJaTOpUM, HO JIEJI0
obuT0 TIpeaaHo 3abBeHuto. Cryctst Tpu rona [enpux MBa-
HOBUY JICYMJT K€HY KPYITHOTO YMHOBHUKA, TTOCTIE €€ BbI-
3IOPOBJICHUS OBIIO MOJYIEHO MOJOXKUTETbHOE pellieHIe
0 CO37IaHMU KJIIMHUKU ¢ amOynaropueit. OTKpbITHE K-
HUKU SIBUJIOCH MpeA3HaMeHOBAaHWEM OYpHOTO pPa3BUTHSI
HOBOI oTpaciu MeauiiMHbl. KiiMHMKa ompaBnaia Hajie-
XK1pl, 1 yepe3 10 ner padotel TypHep moman mpolieHue
0 ee pacIlupeHN .

B 1913 1. opromeanyeckast KJIMHUKA, ITPUBJICKIIAS
HE TOJbKO OTEYECTBEHHBIX, HO U 3apyOEKHBIX YUEHBIX,
Hauaja paboTy B HOBOM IoMellleHnH. TypHep puHUMaT
caMoe aKTUBHOE yJacTHe B OCBOGHUU HOBOTO 3IaHUS.

B 1910 r. mo muumnmaruse I'W. TypHepa Obu1 co-
3IaH CaHATOPWI JUISI GOJIBHBIX KOCTHBIM TYyOEpKYyJe30M
B I. AHarre («30J10Toi TUIsIK»). B mocieayrole roasr co-
TPYAHUKU KIMHUKU BbIE3XaIU Tyla Ha paboTy B JIETHUIA
niepuon. [To Tury atoro canaropust B 1917 1. 6bu1 TOCTpO-
eH ca”atopuii B . EBnaropuu («Tamacca»), rne [enpux
MBanoBuu mpoBoawsn KoHcyiabTauuu [3]. B cepenune
JIBaILATBIX TOTOB XX BeKa IO BCeli CTpaHe pacIinupsiach
CeTb OPTOMEINYECKUX YUPEKICHUM, OTKPBIBAJINCH Ka-
denpwr opronienuu. Bemyinyio poib B pa3BUTUM OPTOTIE-
MU TIo-TipexkHeMy urpain . Jlenunrpan. 3aecs TypHepom
ObLJ1a OTKPHITA IepBasi B Poccuu opromneanueckast IKoa,
B KOTOPOI €ro YYeHUKU TPOIOJIKUIN JeJI0 HaCTaBHU-
Ka. M3 ero y4eHUKOB CTOUT YITOMSIHYTH BBIIAIOIINXCST
npodeccopoB A. Illenka, I Anpopexra, JI. HoBoxuio-
Ba (aBTOpa Ouorpacduu I'U. TypHepa) 1 MHOTUX IPYTHUX.
IMockonbky Ienpux MiBaHoBUY Gosiee ToyyBeKa BO3TJIaB-
JIsUT Kaenpy opTomneauy ¢ BOEHHO-TIONEBOM XUPYPIU-
elf, OH TakKe BHEC IIEHHBIM BKJIalI B pa3BUTHE BOCHHOM

xupypruu. HoBasi knuHuka TypHepa mepBoit OTKpbuIa
JIBEpU U TIPUOBLIBIIUX ¢ (hpOHTA PaHEHBIX BO BpeMsl
BoitHBI 1914—1917 .

Crenyer ToOmYepKHYThb, 4TO TypHEepom ObLIT TIpen-
JIOXEH TIPOCTOM amrmapar s CcTepuau3aluy Tepe-
BSI3OUHOTO MaTepuaja TeKy4yuMM I1apoM, M3BECTHBIN
MOA Ha3BaHUEM <«TYPHEPOBCKOE BeIpO». 3HaMeHUTas
rurcoBasi MoBsI3Ka, mpenjoxeHHast [enpuxom MBaHO-
BUYEM JUISI TIEPEBSI3KM OTHECTPEJIbHBIX TIEPEIOMOB, ObLIa
BBICOKO OlleHEHa Xupypramu Kak B [lepByro MupoByto
BOITHY, Tak 1 B Benukyto OreuecTBeHHy10. B cTreHax kim-
HUKM ObUIO pa3paboTaHO MpUMeHeHUe TOp(SHOrO Mxa
(ccharHyma) Kak BcachblBaIOIIEro MaTepuaia i mepe-
BSI30K paH, 3aMEHSIIOIIEro AeUIIMTHYIO TUTPOCKOMUYE-
ckyto Bary. Mnes I. TypHepa o co3naHum crieliuain3upo-
BaHHBIX TOCIIUTAJIEH ISl pAHEHBIX U OCOOBIX YUPEeXIESHU I
IUJIS1 peaduIMTallMd MHBAJIMIOB BOMHBI ObLIa MpeTBOpeHa
B XKM3Hb B rofbl Benukoit OteuecTBeHHOM BOiTHBI. Takxke
Tenpux MBaHOBMY 3aHMMaIICSl TMOJATOTOBKOW M YCOBEp-
1IEHCTBOBAHKWEM BOCHHBIX Bpayueil.

HayuHnbie pa®oThl M KIMHWYECKME MCCIeIOBaAHUS
MOCJIEAYIONIMX JIET TIOYTH LIEJIUKOM TTOCBSIIEHBI Op-
Toreanyeckoil temMaruke [4]. 3aMeTHBII ciell B MUPO-
BOIl Hay4yHOIi JuTepatype octaBuiau ucciaenosanust . U.
TypHepa o0 MCKpUBIEHUSIX IIEWKM Oeapa, O TpaBMa-
TUYECKMX 3MUPU3e0n3ax, 0 HOBOM CITOCOOE apTpo-
Jie3a KOoJIeHa M 3acTapesibIX TepejioMax HaJKOJeHHUKA,
o OosiesHn bexrtepeBa, O TPOSBICHUU 3aIUTHBIX CUII
opraHM3Ma B TE€YEHMU TyOepKYJIe3HOTO CIOHAWIUTA,
0 MapluIeBbIX MepeIoMax CTOIIbI, O KIMHUYECKUX (hopMax
MocJieonepalMoHHON XUpoBoit ambosuu u np. Cremnyet
OTMETUTh, YTO 0CO00E MECTO 3aHMMAIOT MCCIIEIOBaHUS,
Kacaroluiecs: BPOXIEHHBIX aHOMaJIuii TTO3BOHOYHMKA,
UX 3HAYEHUU 151 TPoheCCUOHAIBHON TPYA0CTIOCOOHO-
CTH, B TIATOJIOTUH TTIOSICHUYHBIX 00JIeii, MeXaHU3Me o0pa-
30BaHMs CIIOHAWIONIMCTE3a [2, 5].

Iupoko BHeAPUB OPTOMEAMI0 B MpOrpaMMy IIpe-
noJaBaHUsl cTapeiieit BbICIIel IIKOJbI CTpaHbl — Bo-
eHHO-MeauIIMHCKOM  akagemuu, lenpux HMBaHoBuu
TypHep 3akpenwi TeM caMbIM ITOBCEMECTHOE TpU3Ha-
HUE 3TOI HOBOW, CAMOCTOSITEJIbHOW OTPAciu XUPYPTUU.
Mmnorounciennsl uccinenoBanust [LM. TypHepa B 00-
JJacTM TexHUW4ecKoro wuzoOperarenbcTBa. Cam  [eHpux
WMBaHOBMY UMCKYCHO Jiemwl W3 TJIMHBI U BOCKa, Bia-
Jiea JapoM pe3bObl T0 JIepeBy, OTIMYHO pUCOBal Ka-
paHAalioM W KpacKamMu, PUCYHKU [UISI CBOMX IiedaT-
HBIX TPYIOB BCErfga BBHIMMOJHSIT  COOCTBEHHOPYUYHO.
OcoOBIii MHTEpPEC TIPEACTABIISIIOT CO3MaHHBIE JUYHO
I. TypHepoM BockoBbIe (DUTYPKH, TTOKA3bIBAIOIINE MOMEH-
ThI OKa3aHUsI TiepBoii oMoy, 3a Hux [enpuxy MBaHoBU-
qyy B 1900 . 6b171a TpUCYXIEHA OOJbLIAS 30J10Tasi MENAb
TMapmxckoii BbicTaBkM [2]. Pa3HooOpa3HBIM 3aHSITH-
ssM nocBsan [eHpux MBaHOBUY 4Yachkl CBOEro aocyra.
WHTepecHO OTMETUTh, YTO THAHUHO SIBJISIOCH HEOTh-
eMJIEMOI 4acThlo 0OCTAaHOBKM, B KOTOPOU OH XWJ U pa-
o6otas. YacTto mocie JIUMTENbHOW Orepaluuyd Wi JieK-
1IMY, BO3Bpallasch B CBOW KaOWMHET, He CHUMas xajara,
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OH CaauJjICsT 32 MHCTPYMEHT, HaXols1 B TApMOHUHU 3BYKOB
ycnokoeHue. L. TypHep 3HaJ MoYTH Bce eBpOIecKe
SI3BIKM, TIPEKPACHO PYCOBaj. B coBepllieHCTBe BaIe Ime-
pOM, cepbe3Hble BelllM YMeJ coueTaTh C IOMOPOM, YacTo
B pa3roBOpe TePEeXOIMI Ha SI3BIK TTO23WU U TTUCAT CTUXH.

Tenpux UBanoBuu TypHep — OIMH M3 OCHOBOITOJIOX-
HHMKOB OTEUECTBEHHOI OPTONEINU, OPraHU3aTop U PyKO-
Boautesnb (¢ 1900 1) mepBoii B Poccuu kadenpsl U KIMHU-
k1 optorieuu. MHoro cut u sHeprumn otnan L. Typrep
JIeNTy OKa3aHWsI TIOMOIIM OOJIbHBIM JETSIM, CTPaalolIuM
(bus3myecKMMU HeIocTaTKaMKM, BOCCTAHOBJIEHUIO TPYIO-
CITOCOOHOCTH JieTel-MHBATAOB. OH MHOTO JIET PYKOBOIWIT
pabotoii nerckoro nputota B [lerepOypre (yi1. JlaxTuHcKasi,
1. 12), xotopsiit B 1932 . 6611 ipeodpazoBaH B HayuHo-
WCCJIEAOBATELCKUI WHCTUTYT AETCKOM WHBATAIHOCTU
umenu [U. Typuepa [1]. DTOT MHCTUTYT CTaj OpraHu3a-
IIMOHHBIM Y METOAMYECKUM ILIEHTPOM OOPBOBI C IETCKOM
nHBaMaHOCcThIO B CoBeTckom Cotoze. [enpux MBaHOBUY
TepBbIi B Poccry TIOMHSUT TOJIOC B 3aIlIUTY YBEYHOTO pe-
OeHKa, yKasaa Ha HeoOXOIMMOCTh OKa3aHUsI TJIaHOMEPHOM
rOCYyIapCTBEHHON TTIOMOIIM ACTIM-UHBAJIUIAM C 3a001eBa-
HUSIMU OTIOPHO-JIBUTATeJIbHOTO anmapara (puc. 2). [eHpux
HBanoBuy TypHep TIpU3bIBaT TIPUIATH Ha TTOMOIIL peOeH-
Ky WHBaJUIY TPEXIE BCETO OPTOIEANIECKUM JIeUYeHHUEM,
MTPOBOIMMBIM B COYETAHUY C BOCITUTAHNEM, OOpa3oBaHUEM
1 o0yJyeHHeM KaKoi-11ubo npodeccun.

YemoBeK BBICOKOW KYJIBTYPBI, IIeJIeYyCTPeMICHHBII
W HEYTOMUMBI XUPYpI, TaJaHTIMBBIA OpraHU3aTop,
I'N. TypHep ocTaBu IpKUii Cliel B OTEUECTBEHHOMN MeIr-
LIMHCKOI Hayke. Ero MMs 1o TipaBy CTOUT PSIZIOM ¢ MMeHa-
MM TBOPIIOB POCCUICKOW XUPYpruu u opToreanu. Cpenu
pasHocTtopoHHeill aestenbHocTn [LU. TypHepa ocobeHHO
SIPKO BBIPHCOBBIBAECTCSI €r0 OOIIECTBEHHOE CITyKEeHUE.
['U. TypHep npuHUMal nesTeIbHOE yJyacThe B TIOIYJIsI-
pU3alu Cper HaceJeHUsT CBEICHMI 10 MPpohUIaKTHKe
3a00JIeBaHUIA W TpaBM, B MIPAKTHYECKOM OOyYEHUU TIpUe-
MaM OKa3aHMs TMepBOM METUIIMHCKOMN TTOMOIIM TTOCTpa-
napimmmM. B 1900 . uM Obuta u3gaHa momyssipHasi KHUATA
«[lepBast momotib 10 MpuObITUS Bpada». Ero kHura «Ha-
JIOXKEHME TIOBSI30K» BbIIepsKalia eCTh U3AaHUIA.

[To wanmaruse [.U. TypHepa B 1926 1. ObIT0 cO3MaHO
JlenuHrpanckoe o6111ecTBO AeTCKUX opTorenoB. Jlo mo-
CIEIHUX JTHEW KU3HU COCTOSIT WICHOM pPeIaKIIMOHHBIX
KOJUIETMIA MHOTUX XYPHAJIOB M KaIUTAJbHBIX W3MaHWIA,
SIBJISUICS KOHCYJIBTAHTOM KPYITHEWIINX JIEUeOHBIX yupe-
xneHunii. [Tenpux MBanoBuu TypHep ObL1 M30paH ToyeT-
HBIM TIpencenaTeseM JICHUHIpaJacKoro obImecTBa X1upyp-
TOB-OPTOIENOB, TOYETHBIM WiIeHOM JIEeHWHTpaJCcKoro
xupyprudeckoro obmiectBa umenu H.U. TTuporosa, Mo-
CKOBCKOTO XUPYpriuuecKoro oomectBa, CapaTOBCKOTO X1~
PYPTrUYEcKOro o0IIecTBa, MOYeTHLIM YieHOM BpuraHckoii
OpTOIEANYECKON accolMalvu, YJIeHOM-KOPPEeCTOHIeH-
TOM AMEpPUKaHCKON aKameMWUU XWPYpros, WiecHoM Me-
SKIYHapOTHOTO OOIIIECTBA JAeTeli-KaJek.

B teuenue mimrensHoro BpeMeHu leHpux MBaHoBUY
cTpajan MouyeKaMeHHO 00J1e3HbI0, 000CTPEHUsI KOTOPO
3avactyro Memaiau ero pabore. Ilocie omHoro m3 Takmx

UCToPUS NEANATPUN

000CTpeHUII OH HACTOJIBKO OCJIabest, 4To C TPYIOM MOT
nepeasuratbcsi. Ho Bckope 0osie3Hb OTCTyMuWja, OCTa-
JIach TOJIBKO CJIab0CTh B HOTaX. BHOBBL MOSIBUIICS MHTEpEC
K paboTe, ObLTa HaTIMCaHa TIOCIIEIHSIS cTaThs «PoJh Trrica
B aHTUCENITHUYECKOI TTOBSI3KEe», KOTOpasi OblJla 3aKOHYEeHA
B aBrycre 1939 . u onybmkoBaHa B XXypHaie «Oprorneaust
U TpaBMmaTtoJjiorus». Bce 310 Bpems mocie mpuctymna 00-
nie3nu [enpux MiBaHOBWY Haxomwiics B nepeBHe JIaMIIoBoO.
B sTom mecte TypHep yacTo otabixai, Oyaydynd peOeHKOM.
SIpkre BOCTIOMUHAHUSI IE€TCTBA BBIIWJIMCH B TIPOU3BEIE-
Hue «Jlpyr nerctBa», gatupoBaHHoe 19 aBryctom 1939 .
(Hanucano TypHepom B Bo3pacte 3a 80 JieT — 3T0 CBUIe-
TEJBCTBYET O TOM, uTO [eHpux MIBaHOBIUY COXpaHSsII ICHYIO
MaMsITh M CITOCOOHOCTD K BBIPAXKEHUIO MBICITEN).

Tenpux MBaHoBuY BepHyJjcs B JleHuHrpan 1 HosIOpst
1939 r., mpomoskast ycepaHO paboTaTh, TEPETTUCHIBATHCS
C WHOCTPAaHHBIMU YYeHBIMU, BBICTyMas C JOKJIaIaMM.
Bonbiyto momonis eMy okasbiBajia noub — Jiugus TeH-
pPUXOBHA, CTaBIIas IJIsT HETO ceKpeTapeM. MHOTHe TOIbI
Tenpux MBaHOBMY Besl JHEBHUK, HE OCTABIISIST 3TOM TIPU-
BBIYKU B ITepUOJ O0JIE3HU, OH JUKTOBAJ JOUEPH.

B mapre 1940 r. y Hero pa3BMJICS TIPaBOCTOPOH-
HUI Trape3 ¢ HapymeHueMm pedu. [Toutn mecsi [eH-

o Ji’iﬁ" I

Puc. 2. T.11. Typuep ocMaTpuBaeTt 60JIbHOTO peOeHKa.
Fig. 2. G.1. Turner examines a sick child.
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pux MBaHOBUY OB HETPYIOCIIOCOOEH, HO 3 ampess
B JHEBHUKE MOXHO YBMIETh 3aIlUCh, CACITaHHYIO ca-
muM TypHepoMm. BoccTaHOBMB cBOE 3M0pOBbE Ha Jaue
BoeHHO-MenuumnHCcKoOM akamemuu, TeHpux MBaHoBUY
npuexal B JIeHWHTpaa MOJHBIN TJIAHOB, HO UM HE CYy-
XIeHo OblTo ocyiiecTBUThes. OceHblo y TypHepa Ha-
YaJUCh TSDKEJble W3HYPUTEJIbHBIE TIPUCTYITBI XOJe-
LIMCTUTA, TIPUKOBaBIIME ero K mocteiau. Hesamonro
10 CMEPTU OH THcal: «MHe He BEepUTCs, UTO s yXkKe
COCTapWIICS, YTO S yKe TIPOKUI TO, YTO MHE TToJIaraeT-
csl, ¥ TOJKEH KOHYUTh CBOE CYIIECTBOBaHME Ha 3eMJIe.
Tak GbICTpO MpoJieTeia XKU3Hb...».

VYmep Tenpux MBanoBuu Typhep 20 utons 1941 r,
He TOKUB YeThIpeX MecsieB 10 60-JIeTHero 1oouiest CBo-
eil BpaueOHoIi aesitenbHOCTU. [ToxopoHeH oH Ha bosb-
meoxTuHckoM kianouiie . Cankr-IletepOypra. Henb-
351 3a0bIBaTh, UTO, Oyayun aHrauyaHuHom, [LU. TypHep
BCIO CBOIO JXM3Hb NIpeIaHHO CIIyXKusT Poccnu, Beps B ee
cetoe Oynmymiee. Ha monmancTtBo Poccuu oH mpucsr-
Hyn 12 anpens 1895 r. HeusrianumbiM ocTaeTcsl B maMsi-
TH COBPEMEHHMKOB U TTOTOMKOB OOJIMK 3TOTO YYeHOTO,
0OIIIECTBEHHOTO JesATeNsI, TYMaHHOTO, OJIECTSIIE IPYAU-
POBAHHOTO Bpayva, 00asiTeIbHOTO YeJIOBEKa.

YenoBeK BBICOKOH KYJIBTYpBI, IEJ€YCTPEMIECHHBIN
W HEYTOMUMBI XUPYpPT, TaJIAaHTJIUBBIA OpPTraHW3aTop,
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3 mapta 2018 . Ha 92-M roAy XW3HU CKOPOMOCTHK-
Ho ckoHyanachk Hamexna Hukonaesna Posunosa, 60 jer
MpopaboTaBIliasi B MHCTUTYTE, TIe MPOIILIa MyTh OT KITMHU-
YeCKOro OpAvHATOpa 0 TJIIABHOTO HAy4yHOTO COTPYIHUKA
oTeNa XPOHWMIECKMX BOCTAIUTEbHBIX 1 aJJIEPTUIeCKUX
0oJe3He il JTIeTKIX, 3allTIIa KaHTUaaTcKyto (1965) u mok-
Topckyto (1974) nmucceprauym, Obula yIOCTOEHA 3BaHUS
npoeccopa u 3aciyxeHHOTo Bpaya Poccmiickoit Dene-
pauun (2004), crama nmaypearom [lpemuit mo meauaTpun
M. A.A. Kucenst (2012) u mm. O.E. Benbrumiesa (2016).

Hayunbie uccnenosanust H.H. Po3uHoBoii nocasiiie-
HBl aKTyaJbHBIM MpOOJieMaM JMATHOCTUKU W JICUCHUS
pa3HOOOpa3HBIX XPOHUUYECKUX, B T.U. opaHHBIX 3a00J1e-
BaHwuii jerkux. Tpynel H.H. Po3uHoBo# Bcerna otanyanu
(byHIaMEeHTaTbHOCTh M KJIMHHWYECKasT HalpaBIeHHOCTb.
Elo omybmkoBaHo 6ojiee 260 HaydHBIX paboT, B UX YKUCIIE
MOHOTpauu M TJaBbI B MOHOTpa(pUsIX, MHOTOYUCIICH-
Hble METOIMYECKHUE TTocoOus U pekoMeHmauuu. [Tox ee
PYKOBOJCTBOM 3allMIIeHbI 8 KAHAWAATCKUX U | JOKTOp-
cKast TrccepTalus.

Hanexxna HwukonaeBHa PosnHoBa Oblna TanaHTIV-
BBIM BpayoM, TPOJOJDKUBIIMM TPAAULUKA CEMEHHOM
MeIUIMHCKON auHacTud. OHa W3BECTHBIN yYEHBbIN,
KJIMHULIUCT, MPU3HAHHBIN CTIEIMATACT B 00JIACTU TTYJTb-
MOHOJIOTUHY JETCKOTO BO3pacTa, BEIMKOJIETTHBIN Meaaror
u nektop. B TeueHne muorux et Hanexxna HukonaesHa
pyKOBOIMIA YI€00! KIMHUIECKUX OPANHATOPOB MHCTH -
TyTa, 3aBOeBajia NX JTIOOOBb U YBaXKCHMUE.

HEKPOJIOI

ITamsatu Po3sunosoii Hagexnpt HukoaeBHbl

3a OosbllMe HaydyHble, TeJarormyeckue u oolie-
CTBeHHBIE mocTikeHus1 mpodeccop Hamexxna Hwukona-
eBHa Po3rHOBa HEOMHOKPATHO OTMevajach 6arogapHo-
CTSIMU U MIPaBUTEIbCTBEHHBIMI HarpagaMu, OHa KaBajiep
opneHa «3a 3acayru nepen OreyectBom» 11 crenenn.

Koanexmue uncmumyma, MHO20HUCAEHHbIE YHEHUKU U
copamHuku, éce, kmo 3uar Hadexcdy Hukonaesny,
CKOpOsim 0 eé HeoXCUOaHHOU KOHYUHE,

8bIPANCAIOM CO00AE3HOBAHUE POOHBIM U OAUSKUM

8 C853U ¢ 20PbKOLl ympamoli.
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ITamsaTu yaurens Xopynxkero I'enpuxa BacuibeBuua

6 mapra 2018 roma Ha 89 romy yIIea u3 KU3HU OCHO-
Batenb Kadenpsl nequatpun OITK u TTTTC PocToBckoro
TrOCYIapCTBEHHOTO MEIUIIMHCKOTO YHUBEPCHUTETa, HOK-
TOp MEIUIIMHCKUX HayK, Tpodeccop, 3aciayKeHHbIi Bpay
Poccuiickoit @enepanu [enpux BacumbeBud XopyHKUIA.

I'B. Xopynxuii ponwicst B 1929 rony B ropoae HoBo-
poccuticke KpacHomapcKoro Kpasi B CeMbe CITyKaIluX.

Besa xusnb [Tenpuxa BacunbeBuya cBsizana ¢ Poctl'-
MY, KoTopblii OH OKOHYMJ ¢ oTinuueM B 1953 roay. Tpy-
JIOBYIO JIESITENIbHOCTh HavaJl YYaCTKOBBIM TIeIUaTPOM,
3aTeM 3aBeloBall JIETCKUM OTAEJICHUEM MeAcaHJYacTh
B I. CBepIJIOBCKE.

Crenytoiuii atan oOydeHUs] — KJIMHUYECKasi OpAav-
HaTypa To crienuaibHocTu «[lemmatpusi» Ha Kadeape
neTcKux 0ojie3Helt reueoHoro dakynsreTta PocToBCKOTO
MEIUIIMHCKOTO WHCTUTYTA, BO3TJIaBsseMol mpodecco-
pom U.A. CepebpuitckuM — OCHOBOITOJIOXKHUKOM ITe-
nuatpuu Ha JloHy.

C 1961 roma mo 2018 ron TI'.B.Xopymxwuii paboran
B PoctI'MY, rne npomien myTb OT acCCUCTEHTa /IO 3aBe-
nIylolnero Kadeapoi TearuaTpur, KOTOPYIO BO3TJIABIIST
6omee 30 yet. B 1966 Tomy oH 3alUTIUT KaHIUIATCKYIO
nucceptauuto, a B 1980 rony B . Mocke 8 HUU neana-
TpuM — JOKTOpCKyto aucceprainuo. C 1977 mo 1985 rr
ObLT IeKaHOM (baKysibTeTa YCOBEPIIIEHCTBOBAHMSI Bpayeid.
B 1982 . [enpuxy BacuibeBuuy NprcBO€HO 3BaHUE MPO-
deccopa. B 1990 . oH ymocToeH 3BaHUS «3acay>KeHHbI
Bpau Poccuiickoit Denepariin».

I'B. XopyHxuii sIBISI€TCSI OCHOBOITOJOXHUKOM JIeT-
CKOW TaCTPOIHTEPOJIOrMYECKOi 111KOJIbI Ha JloHy. Bropoe
HaydyHOE HarpaBlieHHe, KOTOpPOe KypUPOBAJIOCH IPO-
deccopom IB. XopyHKHM, — TOMCK TTATOT€HETUYECKUX
MEXaHU3MOB W HOBBIX METOIOB JieYeHUs 3a00JIeBaHUIA
MoueBOil cuctembl y jaereit. [eHpux BacuiabeBuu Obul
MPeKPaCHbIM KJIWHUIIMCTOM, TIeIaroroM, OpraHu3aTo-
pPOM Hay4YHBIX HccieAoBaHUit. OH SIBISIETCS aBTOPOM
o6osiee 300 HayyHBIX pabOT, OMYOJMKOBAHHBIX B OTEYe-
CTBEHHOI1 1 3apy0eskHoi1 tuteparype. UM moarorosaeHo
3 mokTopa 1 10 KaHIUIATOB MEIUITMHCKHUX HayK.

Boratble KIMHMYECKMMU TIPUMEPAMM JIEKIIUW, KITU-
Huveckne pa3dopsl, ooxoasl mpod. [.B. XopyHxero
SIBIISTIOTCS] HEMCCSIKAEMBIM MCTOYHUKOM 3HAHUH, TITKOJIOM
MeAarormyeckoro M MpocheCcCUOHAIBHOTO MacTepCTBa.
3a BpeMs CylIecTBOBaHUS Kadeapbl Ha Heil MPOIILTN MO/~

rotoBky 6ojiee 5000 meauaTpoB U HEOHATOJIOTOB HE TOJIb-
Ko PocToBckoii 0061acT, HO M APYTMX PETMOHOB CTPaHbI.
OH aKTHMBHO YYacCTBOBAJI B BBHIMIOJTHEHUN HAIIMOHAIBHOTO
MpoeKTa «3I0pOBbe», B paMKaX KOTOPOTO MPOBOIMINCH
cepTU(UKAIIMOHHbBIE LWKIBI U meauaTpoB PocToBa-
Ha-JloHy, PoctoBckoii obnactu 1 YeueHckoit Pecryoauku.

JleyeOHy0, HaydyHYyl0O M TIeIaroruyeckyro padoTy
I'B. XopyHxXuit akTUBHO couyeTasl ¢ O0IIeCTBEHHOM 1esi-
TEJIEHOCTBIO. JlecsTh JIeT OH BO3MIABISUT KOOPIWHAIIN-
OHHBIN COBET KOMILUIEKCHO-IIeJIeBOI TporpaMMbl «Ha-
YUHBIE OCHOBBI OXpaHbI 3I0POBbSI MaTepW M peOeHKa»,
KOTOpast SIBIISIETCSI YacThl0 PETMOHAILHON TPOTPaMMBbI
«3mopoBbe HaceneHnst CeBepHoro KaBkasar.

Tenpux BacunbeBuu 0b1 uieHoM Coera PoctIMY,
CoBeTa (akynpTeTa TOBBIIICHUS KBATW(UKALIUA Bpa-
yeif, MHOTHE TOIbI OBIT TIpenceaaTesieM CIelMaTn3u-
POBAHHOTO COBeTa MO 3allluTe AuccepTanuii. B TeueHne
MHOTHX JIET y4acTBOBaJ B paboTe TMomKoMuccuii Mu-
HUCTEPCTBA 3paBoOXpaHeHUs] POCTOBCKOI 06JIacTH 110
MPUCYKICHUIO BpayeOHBIX KaTeTOpHWid, 0 TOCAEIHEro
BpEMEHU SBJISUICS TIpecenaTesieM CcepTUUKAIMOHHOMN
KOMWCCHH TIO CITeInaTbHOCTH «[lemuaTpusi».

Tamsme o I'.B. Xopynucem nagceeda ocmanemcs 6 cepouax
COmMpPYOHUK08 KagheOdpbl, €20 yHeHUK08, Koiae2 U OAUZKUX.

Yuenurxu u compyonuxu kagedps: neduampuu c Kypcom
neonamonoeuu DPITK u ITTIC PocmI'MY M3 Poccuu.
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Kadenpa gercknx nudexuvonnsix 6omesreit [bOY A0 PMAIIO Mun3zpasa Poccrm
Kadenpa neguarpun Menmmmmckoro daxysbrera PYIH
Kadernpa nemvatpum u getckux nHpexuvionHsix 0onesteit [TBOY BITO [lepssit MTMY mv. .M. Ceuenosa Mun3zipasa Poccym
Kadenpa memuarpuu ¢ nadexuyonasivu 6onesusavm y feteit GAII0 TBOY BITO PHUMY um. H.JA. TTnporosa Munsgpasa Poccym
Kadenpa daxynbrerckon neguarpim Ne 2 I'bOY BIIO PHUMY wm. H.IL. ITuporosa Mumsppasa Poccym

[Tpurnamaror Bac mpuuATE yuactie
B XI Bcepoccuitckort HaygHO-IIpaKTHYeCcKOT KOHdepeHIUN

«VIH®EKIIVIOHHBIE ACITEKTBI COMATMYECKOVI ITATOJIOIVIN Y IETEM»

MIKPOBUOTA U EE POJIb IIP COMATUYECKHX
M VMHOEKIIMOHHBIX 3AbOJTEBAHMIIX Y IETEN

OPTKOMMTET Topbyno6 C.I, Heemapeba E.A., Kachapcxas JLI., Masankoba JL.H. (npedcedamens), Meckuna E.P.,
KOH®EPEHIIVIN Huxkoaaeba 1.B., Obcannuxob 1.10., TTpodeyc A.I1., Xapumoroba JLA., Xapaamoba @.C,,
Yebomapebn T.A., Yebypxun A.A. (conpedcedamens), korvruxoba M.A., Illepbaxob ILJ1.

Briepssie Kondepenrys mpoiiier B HoBoM hopmarte: OOIBIIMHCTBO COODIIEHNI, ITPe/ICTaB/IeHHBIX Befy MM CrieluaicTam, bysier
TIOCBAIIEHO TeMe MUKPOOMOTHI peOeHKa 11 ee BIIMAHNS Ha BOSHUKHOBeHVe 11 passyTie MH(EKIMOHHBIX 1 COMATITYeCKIX 3a00/1eBaHNIL.
Bpaun pasimmuHbix crienuaibHOCTert CMOTYT HOJIyYMTh COBPeMeHHYI0 MH(OPMALIIO O POJI MUKPOOWOTE B CTAaHOBJIEHN OpraHN3Ma
pebeHKa B BO3PACTHOM acIeKTe, ee poii B PYHKIMOHMPOBAHIY Pa3/INIHEIX OPTaHOB 1 cicTeM. B3anMoieiicTBie HOpMAITBHOT
MUKpOGII0pEL peOeHKa C IaTOreHHBIMI 11 YCIIOBHO TaTOreHHBIMIM MYKPOOPTaHN3MaMH, BIIVSH}e Ha 3TV IIPOLeCCHI Pas/INIHBIX
3a0071eBAHIIL V1 TePAITIH, a TAKKe BOSHVMKAIOIJE TPV 3TOM Pas/IMuHble KITMHIYeCKye CUTYALN IIPEJICTAB/IAI0T aKTya/IbHYI0, HO BO MHOTOM
HepeIIeHHYI0 3a7jauy //Is IIefIMaTpoB, a TAKKe CIENaIiCTOB: MH(EKIMOHUCTOB, TaCTPOIHTEPOTIOr0B, 1epPMATOJIOr0B, yJIbMOHOJIOTOB,
aJU1eprojIoroB-MMMYHOJIOr0B 1 Bpaueit IpYTHX crelyaibHocTell. KoMIIIeKCHBIT, CorTacoBaHHBI IOJIXOf K PerIeHyio JaHHOT Tpo0IeMs,
npeficTa/eHHbIN B Xo7ie Kordeperim, HecoMHeHHO Oy/leT mojie3eH BpayaM B VX eXeJHEeBHO IPAKTIYecKovt padoTe.
~
Hs yaacTus B KoHbepeHIyi MpUIIAIaoTcs Bpayr 00Iei IPaKTVKI, TIeaTpbl, MHQEKIMOHUCTE], KapiIuoJIori, epMaTosIory,

IyJIbMOHOJIOTH, XUPYPr, HeyPOIIOTH, HEBPOJIOTH, a/UIeProIOrHi-MMMYHOJIOIN, TaCTPOIHTEPOJIOTH CTaIOHAPOB, TIOMMKIMHYK, JIITY.

~
Ha Bricraske Oy/yT npesicTaieHsl JieKapcTBeHHEIe IIperapaThl, IpyOopE! i MaTepualibl is YHKIMOHATbHO

n na60paTopHoV[ IMarHOCTUKN 3a0071eBaHMI pasiiMuHOro rexesa.

~»
ITo MaTepnaiaM KOHq}epeHHVIVI IUIaHMPYeTC M3aHe C60pHVIKa AHHOTMPOBAHHBIX T0KJI/0B.

[Tpuém crarert (ze Goree 5 crparmm) mrs mybmikarym 1o 15 anpers 2018 roma.
~

OpranmsaTopamy HojiaHa 3asBKka ¢ 1jeNbio o0ecrieuerus ciymareneit 6amamu HMO
~
Anpec s mepermick ¢ OprkomureroM: infsomat@yandex.ru
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YBAXAEMbIE KOJIJTEIN!
23-25 oktabps 2018 roga cocTonTcs

XVIl POCCUUCKUWN KOHIPECC

A0/ HHOBALIIOHHbIE TEXHOMOTUM B MEZVATPIN 1 JETCKOM XUpYPTHi)

STO OAHO M3 Ba)KHEWMLMX COObITMIA rofa B »KM3HW neamaTpuyeckom
06LIEeCTBEHHOCTM CTpaHbl. KOHrpecc BHOCWUT LOCTOWMHBIVA BKMag B
peleHne npobnembl NOBbILEHNA KBaNNGUKALUN AETCKUX Bpayel 1
ApYrvx cneuuanncToB, paboTalowmx B 06nacTi oxpaHbl 3[0POBbA
neten.

HayuHo-npaKTyeckne CUMMO3UyMbl, CEMWUHAPBbI, LIKOMbI, Kpyrible
CTONbl U AUCKYycCUM ByayT MOCBALLEHbl akTyasbHbIM npobnemam un
HOBEWLWVM AOCTVXKEHUSAM B AMArHOCTUKE U NIeYEeHUN B PasfNYHbIX
pasgenax nepvaTpuu: anneprosiorum U UMMyHONIOTUN, raCTPOIHTEPO-
oK, FemMaTonoruy, BaKUUHOMPOOUIAKTMKE, SHOOKPUHONOMMN,
KapAnonorum, reHeTuYecknm 3aboneBaHnsaM, HEBPONOTY, HeppPOo-
T, HEOHATONOT W, HYTPULMONOTK, NYIBMOHOMOMW, S3KONATONIOT N,
HayuHas nporpamma 6yaeT cofepaTb pe3ynbTaTbl MOCAELHUX
HayuHbIX AOCTVXXEHWI B [LMArHOCTUKE, neyeHun u npodunaktuke
Hambonee pacnpocTpaHeHHbIX 6one3Hen AeTckoro Bo3pacTa.

B pamkax KoHrpecca 6ynyT nposefeHbl MEPONPUATUA ASIA MOJSIOAbIX
yueHbix: KoHdpepeHuma «TabonrHcKkne uteHna» 1 KOHKYpC mMonopbix
YYeHbIX MO cneunanbHOCTAM NeanaTpra 1 CTOMaToONOrA C BpyYeHu-
eM AMMIoOMOB.

Ha KoHrpecce Oygmet pa6otatb TemaTtuyeckas BbiCTaBka, B Poccuiicknin KoHrpecc «/IHHOBaUMOHHbIE TEXHONOMMU B MEAUATPUA 1
KOTOpOW MPUMYT y4yacTue Beaylime poccUnckue u 3apybeskHble [eTCKOW XMpypruv» yyacTsyeT B MPOrpaMmMe HernpepbiBHOrO MeAnLMH-
KOMnaHwWW, AeicTBylOWMe Ha apMaLeBTUYeCKOM pblHKE, B CKoro o6pa3oBaHuA. [na [ocTMKeHUA obpasoBaTesibHbiX — Lenen
obnacTu MeOMUMHCKOM TEXHUKM U [EeTCKOro nuTaHus, OyayT nporpamma cbanaHcMpoBaHa Mo BPEMEHW W COAEPXKUT MybTUMEeRUii-
npefcTaBneHbl HOBbIE NMEeKapCTBEHHble Mpenapathbl, 6ronormye- Hble NpeseHTauun, WHTEPaKTVBHblE JNeKUWW, AWUCKYCCUU, «KpYrnble
CkMe aKkTUBHble [00aBKM, COBPEMEHHbIE HYTPULMOMOMMYECKUE CTOJbI», CECCUM "BOMPOC-OTBET" 1 KNMHUYECKMe pa3bopsbl. Mo 3aBepLue-
cpefcTBa, HoBellee NabopaTopHoe, ANarHoCTUYeckoe 1 neyed- HUIo NPOBOAMTCA TecTUPOBaHWE, MO pe3ynbTaTtaM KoToporo OyayT
Hoe obopyaoBaHve. BblAaBaTbcA cepTudukatel HMO.

OpraHu3aTtopbl KOHrpecca: rlp 20 20 1 8
MWHWNCTEPCTBO 3PABOOXPAHEHWA PO MeM Te3MCOB ﬂ'O MI‘OHH rOﬂ'a.
POCCUNCKUIA HALIMOHANBHBIV MCCNEAOBATENBCKAM YHUBEPCUTET um. H.W. Muporosa
HAYYHO-UCCNEQOBATENbCKNWM KNUMHNUYECKUM MHCTUTYT MEAUATPUW um. akagemuka F0.E. BENBTULLIEBA

POCCUNCKAA ACCOLMALIVA NEAVATPUYECKKX LIEHTPOB

ACCOUMALUMA OETCKNX KAPONONOIoB POCCHN

TBOPYECKOE OBbEANHEHWE LETCKX HEDPOJIOTOB

HALIVIOHATTbHASA NEOVATPUYECKAA AKALEMUA HAYK U IHHOBALIMIA

HALUMOHAJIbHAA ACCOLMALINA OUETONOIOB N HYTPULMONOIOB

OBLLECTBO OAETCKNX TACTPOSHTEPOJIOIOB

COKO3 AETCKUX AJTNEPTOJIOIOB

POCCUNCKAA ACCOLUMALIVA NTOP-MEANATPOB

POCCUNCKAA MEAMLIMHCKAA AKAEMUWA NMOCNEAMMNIOMHOIO OBPA30BAHUA

MOCKOBCKMI TOCYIAPCTBEHHbIN MEAVKO-CTOMATOJIOTMYECKNW YHUBEPCUTET

HAYYHO-UCCNEQOBATENTbCKUM MHCTUTYT MUTAHUA PAMH

CEKPETAPWAT OPTKOMWTETA:

125412, r. Mockea, yn. Tangomckas, 4. 2,
Hay4Ho-uccrnenoBaTenbCkuin KIMHUYECKUIA UHCTUTYT neguaTtpum
Oprrkomutet XVII Poccuickoro KoHrpecca

«MHHOBALMOHHbIE TEXHOMOTWM B NEAMATPUM 1 OETCKOM Xnpyprum»

MOCKBa, 23-25 0KTﬂ6pﬂ Ten.: +7 (926) 525-16-82, E-mail: congress@pedklin.ru, www.congress2018.pedklin.ru




MPT24

M PT ’ CETb LIEHTPOB MPT
AAAAAAAAAA
D

IV HAVYYHO-NPAKTUYECKAA KOHOEPEHUMA B
«AKTYAJIbHbIE BOMNPOCHI

COBPEMEHHOW HEBPOMOMNU»

11 oKTAGpA 2018 | MoCKBa

OpraHusaTopbi: CeTb ANArHOCTUYECKUX LIeHTpoB «MPT24»
AKageMunyecKan KNMHUKa HeBponornm n ctomartonornn «Cecnnb»
Ha 6a3e HNW Henpoxmnpyprum nm. bypaeHKko
HO4YY OAMNO «Y4ebHbil LEeHTP MHHOBAUWMOHHON MeanumHbl «Cecnnby
MNpu noagaepHke O6begNHEHNA BpayYen-3nmnenTonoros U NaymeHToB

B NPOrPAMME:

e [loknagbl BegyLMxX HEBPOMOroB, ANUAENnToN0roB, OHKO/I0MOB,
a TaKMe Kapanonoros, MHEKOM0roB U APYrnx CneunanmncTos.
® MacTep-Knacc no aHanu3y NaTonorui, BbiABnAemblx Npyu MPT-gnarHoCcTuKe

KA AOMY BPAYY, NOCETUBWEMY KOH®EPEHLUMUIO,
BYAET BbiAAH CEPTUD®UKAT!

( + 7 495 540 540 3 (nob. 272) ™ doc@mrt24.ru
 +7 916 785 93 86 & www.neurology-msk.ru



BT T o"‘bﬁ " “u s ®

5 B 4% I : - b
< UM Junior

L
REMINERALIZING ORAL CARE SYSTEMS

SMART ORAL CARF’

g
>

New

- = - _Iﬁ |
Junior T g ® J St
®

O,
na©

%y —_— §z_ ATOMNHLIA WOKONAR, ﬁu
£ [ MUKC W KAPAMENb ORI iokon it

et HMAPAMENE e

iy i —N
Bl o7 ke £ a ¢ i S0
I S
L e
| " - WREARAE 1001 (18 i FTRCH
u) ]

L (7 anRErT s e T
T L
[ -

CankMiRg

AT
Iri=ndd g

ASIEHPLHG
L l.l.IH..._.llﬂ
Rr i g

o, SAENTA OT KAPHECA =
LLELATA OT WAPWICA

Ll L& T FROE i s o
4 Ealal L) a
- TH MO 2
e i
. - ] wp MMy :

=i BV RGR
T

N
- (' NOKONEHME R.O.C.S.° GE3 KAPUECA ) ogoereo

ACCOLMALMEN
3YBHbIX ®EN

HATYPANbHAA 3YBHAA NACTA ONA LETEW 6-12 NET

[BOIHO 3KCTPAKT KOPbI OCUHbI U KCUAUT 3aLMLLAIOT 3y6bl U [ECHbI PA3PABOTAHA

OT BOCMaNeHUs 1 60Ne3HETBOPHBIX 6akTepuit. MuHepanbHbIN CNELMANLHO ANA BETEN

KoMmneke (KanbLui, hocthop U MarHuit) B COMETaHUU C KCUAUTOM B NEPNOJ, CMEHbI
HATEAIBHEE 3(hheKTUBHO 3alLMILAET OT Kapueca**, ykpennsaer amManb U yCunusaet MONOYHbIX 3YEOB
AHIRENMEHTB] 61eck 1 6eM3Hy MOIOAON aMann**, HA NOCTOSAHHBIE

3AWMNTA OT KAPUECA U HEXXHbIN YXOL4 - YKPENJIEHUE 3MANN MOIOYHbIX U MEPBbIX MOCTOAHHbIX 3YBOB

Yy

4o JaHHbIM PO3HUYHOTO EXXEMECIUYHOTO ayauTa papMaLeBTUYeCKoro pbiHka 2017 roga,
h? Personal-Careru MapKeTUHroBOro areHTcTea «DSM Group» B cermeHTe 3ybHble nacTbl, 6peHn ROCS®

° %
%/ % LABORATORIES

- O@ULMANbHbIA UHTEPHET-MATASUH 6bIN1 CaMbIM NpoLaBaeMbIM Ha TeppuTopun PO 3a 2017 rof, B CTOMMOCTHOM BbIPaXXeHUM. WWW.rocs.ru



