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MUHUCTEPCTBO 30PABOOXPAHEHWSI 1 COLIMATIBHOIO PA3BUTUSA
POCCUMCKOW ®EJEPALIMM

rOCYOAPCTBEHHOE OBPA3OBATEJIbHOE YYPEXXOEHWE BbICLLUEIO
NMPOPECCHNOHAIIBHOIO OBPA30OBAHUA

«CAHKT-NMETEPBYPICKAA TOCYOAPCTBEHHAA MEOVMATPUYECKAA
MEONLUMNHCKAA AKAOEMUA»

®AKYNLTET MOBbLILWEHNA KBAITMOUKALIMM M MPODPECCUOHANBHOW
MEPEMOANOTOBKA

[Tnan ceprudukaoHHbIX TUKIOB (144 yaca) moBbIIIEHUs KBaTU(UKALIUN
MeINaTpoB Mo HePpoIoTun

«AKTyabHbIC BOIIPOCHI MEIUATPUUECKON HEPPOTOTHI
Ha 2011-2012 rogsl

KoHTHHTEHT ciymaresei: mequarpsl U eAHaTphI-HEPPOIOTH aMOyJIaTOPHO-
MOJIMKJIMHUYECKOTO 3B€HA, KPYINIOCYTOUHBIX M THEBHBIX cTannoHapos ['Y3, MVY3.

CpOKI/I NMPpOBEACHUSA CepTqu)I/IKaIII/IOHHI)IX IIUKJIOB 110 neunannquKoﬁ He(bPOJ'lOI‘I/IH

12.09 - 08.10.2011
10.10 - 05.11.2011
21.11-07.12.2011
10.01 —04.02.2012
20.02-17.03.2012

10.05 - 06.06.2012

10.09 — 06.10.2012
08.10 - 03.11.2012
19.11 — 15.12.2012

WNupuBuayanbHbIE Kypchl MPO(eCCHOHAIBHOM MEPEOArOTOBKY MEAUaTPOB Mo Hedpo-
noruu (576 dacoB) mpoBOAATCS Ha 6a3e HeppoIorndeckoro otaeneHus KimHuKd ['OY
BIIO CIIGI'TIMA. Beigaércst quruiom o podecCHOHAIBHOM MEPernoroToBKe eauarpa
no Heponoruu.

3asnexku npocum npucvliams no aopecy:

194100, Cankr-IlerepOypr, yn. Jlutosckas, a. 2, 'OY BIIO CII6I'TIMA.
Hexanar OIIK u [1I1TOY BIIO CIITTIMA, Temn.: (812) 554-43-03.
Kyparopsl: nonient PuBkun ApHonba MapkoBuy, Ten: (812) 542-96-27,
npodeccop CaBenkoBa Hanexxna ImutpueBna, ten/dakc: (812) 542-91-08
E-mail: Savenkova@NS12254.spb.edu
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CAHKT-IETEPBYPI'CKUM TOCYJIAPCTBEHHBIN MEIUIIMHCKUM

YHUBEPCHUTET um. akaa. U.II. TABJIOBA

DAKYJIIBTET HOC/IIEJHUIIYIOMHOI' O OBYYEHHUA

KA®E/JIPA HE®POJIOTUHN U JTUAJIU3A

Ilnan nukiaos Ha 2012 .

HaumeHoBaHue HMKJIA U KOHTUHTEHT

Cpoxu npoBe-
JAeHuUs, PO0JI-

AJpec npoBeaeHust

®UO kypaTtopa

caylaresen HHKJIA
JKHTEJbHOCTh
1 | TY «Knunuueckan negpponozus u ouanuz» 23.01 —03.03 |CIIoI'MY, [Ipod. N.I". Karokor
Bpauu Hehponorndeckux u IUaau3HbIX OTAe- ya. JI.Toncroro, 1. 17,
JICHUH aynutopus 233
2 | I «Hegpponozus» 23.01 —28.04 |CIIoI'MY, [pod. N.I". Karokos
Bpauu Hehponorndeckux u IUaau3HbIX OTAe- ya. JI.Toncroro, 1. 17,
JICHUH, TepaIeBTbl, aHECTE3UOJIOIH, YPOJIOTH, ayauropus 233
XUPYPI'H, eIUaTpPhI
3 | TY «H36pannsie éonpocvt mepanuu c ocnosa-| 23.01 —18.02 | CII6IMY, [Ipod. N.I". Karokor
MU Hepponozuuy yi. JI.Tonctoro, . 17,
VY4acTKoBbIe BpauH, Bpauu 00 MPaKTUKH, ayauropus 233
Bpavu CKOPOIl MOMOIIIHY, Bpauyr TepareBTHYe-
CKMX OTHEJICHUI
4 | TY «Knunuueckan negpponozus u ouanuz» 19.03 —28.04 |CIIoI'MY, Jou. A.H. Bacunben
Bpaun Hehponorndeckux u IUaau3HbIX OTAe- ya. JI.Toncroro, a. 17,
JICHUH aynutopus 233
S Il «Hegponozusn» 19.03 —23.06 |CIIGI'MY, Jou. A.H. Bacuibes
Bpaun Hehponorndeckux u Tuaau3HbIX ya. JI.Toncroro, a. 17,
OT/ICJICHU, TeparneBThbl, aHECTE3UOJIOTH, aynurtopus 233
YPOJIOTH, XUPYPTIH, MIETUATPbI
6 |TY «H36pannsie éonpocel mepanuu c ocnoga-| 19.03 —14.04 |CIIGIMY, Jou. A.H. Bacunbes
Mu Hepponozuu» ya. JI.Toncroro, a. 17,
Y4acTKoBbIE BpauH, Bpauu OOIIEH MPaKTHKHY, ayauropus 233
Bpa4u CKOPOi TOMOIIH, Bpa4yn T€pareBTHYE-
CKHX OTJEJIEHUH
7 |TY «Cecmpunckoe oeno ¢ negpponozuu u ou-| 21.05—-09.06 |CIIGI'MY, Acc. A.A. SIxoBeHKO
anuze»n ya. JI.Toncroro, 1. 17,
MeuiHCKHE CecTphl OTAeIeHUH Hedpoto- ayauropus 233
TMU U AAAIN32
8 | TY «Knunuueckasn negpponozusn u ouanuz 17.09 —27.10 |CII6oIMY, Acc. 10.C. MuxeeBa
Bpaun Heponorndeckux u IUaau3HbIX OTAe- yi. JI.Toncroro, a. 17,
JIeHUH aynurtopus 233
9 |11 «Hegpponozua» 17.09 —22.12 |CII6GI'MY, Acc. 10.C. MuxeeBa
Bpaun He(pomornyeckux u JHaTu3HBIX OTIC- yi. JI.Toncroro, a. 17,
JIEHUH, TeparneBThbl, aHECTE3HOJIOTH, YPOJIOTH, aynurtopus 233
XHPYPIH, IEIUATPEI
10 | TY «H306pannsie éonpocwvt mepanuu c ocnosa-| 17.09 —13.10 |CII6IMY, Acc. 10.C. MuxeeBa
Mu Hegpponozuuy yi. JI.Toncroro, a. 17,
VYuacTkoBbIe BpauH, BpayH OOIIEH MPaKTHKH, aynurtopus 233
Bpa4u CKOPOI ITOMOIIIHM, Bpa4yn TepareBTHYe-
CKHX OTJEJICHHH
11 | TY «Cecmpunckoe oeno ¢ negpponozuu u ou-| 26.11 —15.12 |CII6I'MY, Acc. A.A. SIkoBeHKO
anusze»n yi. JI.Toncroro, a. 17,

MeauIrHCKHE CeCTPhl OTACICHHUH HEePPOo-
TUH U TUATHA3a

ayauropus 233
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O6y4eHure Ha UMKNax Ans COTPYAHUKOB rocyaapCTBEHHbIX U MyHULMNANbHbIX
yupexaeHuin becnnartHoe.

Kadheapa npoBoauT Bble3gHble LUKNbI (C NOATBepXKAEHMEM cepTucukaToB TepaneBTa Unu
Hechpornora) no 3asiBkam aAMUHUCTPaALIUKM YYpeXaeHU 34paBOOXPaHEHUA.
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e TN «Hedponorua» (nepsuyHas cneunanusauus, 504 yaca);

* TY «buoncus novku: TexHuka npoeegeHusi» (144 yaca);

o TY «®PyHKUMOHaNbHLIE MeTOAbI 0b6crnegoBaHus B Hedbponornm» (aAna Hedbponoroe u Bpaden-
nabopaHToB, 144 vaca).

3asBKM Ha NyTEBKM NPOCUM MpUCLINaTh No agpecy:

197022, CaHkt-lNeTepbypr, yn. J1.ToncToro, g. 17,
Kadoeapa Hedporornn n gnanmsa

3aB. kadegpon — npodeccop Ecasan AwoTt MoBcecoBuy
Ten/cpakc:  812-234-9191

E-mail: essaian.ashot@gmail.com

Mpodbeccop kadenpsl — KatokoB UBaH Meb6oBunY

Ten.: 812-346-3926

E-mail: kaukov@nephrolog.ru

3aB. yuyebHom yacTblo — goueHT BacunbeB AnekcaHgp HukonaeBuu
Ten.: 812-234-5736

WHTepHeT-canT: http://www.spbmedu.ru/content/view/407/407/

[ekaHaTt ¢hakynbTeTa nocrnegunioMHoro ooyyeHus, ten.: 812-499-7109
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K BOMPOCY COBEPLLUEHCTBOBAHUA TOCYJAPCTBEHHOW
CAELUVANN3NPOBAHHOWM MEOMATPUYECKOW HEOPOIOTNYECKOW

[MOMOLLN
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ABSTRACT

The state system of the specialized pediatric nephrological care is created and fruitfully works in Russia.
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B cootBercTBun ¢ Koncturynueit, dhenepaabHbI-
MM KOHCTUTYLIMOHHBIMM 3akoHaMu Poccuiickoit de-
Jepalry OXpaHy 30OPOBbA JETEeH TapaHTHPYET To-
cymapcTBeHHas cuctema 3apaBooxpaHenus (Deme-
pansHBI 3akoH oT 21.11. 2011 1. «O6 ocHOBax oxpa-
HbI 3710pOBbs Tpaxkaad B Poccuiickoit deneparum»
Ne 323-®3») u ap. [1].

B Poccuiickoit denepaiiiu IpoBOAUTCS MTPOTpaM-
Ma MOJIEPHU3ANNHN 3PABOOXPAaHEHUS U PeaTn3alus
KOHIIETIITUHN JeMorpadudeckoir moautuku PO Ha me-
puon 10 2025 roga, yrBepxacHHas YkazoM [Ipesuien-
ta Poccuiickoit @eneparuu Nel351 ot 09.10. 2007 1.
«O0 yTBepKICHUH KOHIICTIIIHN JeMoTpadmdeckoi 1mo-
nutuku Poccuiickoit denepanuu Ha niepuon a0 2025
roga» [2].

IIporpamma pa3Butus 3apaBooxpaHeHus Poccuu
1o 2025 rojga mpeaycMaTpUBaeT rocyJapCTBEHHYIO
rapaHTHIO OECIIaTHOTO IS MallMeHTOB MPEI0CTaB-
JICHUS TIOMOIIIN Ha BCeX 3Tarax (aMOyIaTOPHBIHA, CKO-
pOii TTOMOTITH, CTalIMOHAPHBIN, CAHATOPHBIHN ) ¥ TapaH-
THUIO JOCTYITHOCTH KaYECTBEHHON METUIIMHCKOM TOMO-
my B cootBeTcTBUM ¢ IlocTanoBnenuem IlpaBurens-
ctBa PO ot 04.10.2010 1. Ne782 «O mporpamme To-

Jlepanosuu B.B. 194100, Cankr-IletepOypr, JIutockas yi., a. 2. Pek-
top 'BOY BIIO CII6TTIMA Munsapagconpassutus Poccun. E-mail:

spb@gpma.ru

CYIApCTBEHHBIX FapaHTUN OKazaHUs rpaxkaaHam PO
OecruratHO# MeauIIMHCKOM oMot Ha 2011 romy» [3].

3aMecTUTeNb MUHUCTPA 3JPABOOXPAHEHHUS U
couuainbHoro pa3sutus Poccuiickoit denepauun
B.U. CkBoprosa (2009) (HpIHE MUHHCTpP 3APaBOOX-
panenus P®D), oocyxnas KoHteniyro pa3BuTHs 31pa-
BOOXPaHEHHMS, TOAYEPKUBACT, YTO AJISl HALLICH CTPaHBbI
npremiieMa TOJBKO TOCYIapCTBEHHAs MOJEIb 3Apa-
BooxpaHeHus. Ilpennaraercst moctpoeHue rocynap-
CTBEHHOW OIO/KETHO-CTPaxOBOW MOJENIHN 3APaBOOX-
paHeHus [4].

Co3panue neguaTpudeckon Hedpoaorudeckoi
CIIy>)kOBbl B CTpaHe OTHOCHUTCS K Hayairy 70-X roqoB
IPOLLIOTO BEKa, KOTAa ObLIM OTKPBITH CIIELHAH-
3UpPOBAaHHbIE HEPPOJOTHUECKHE CTALlMOHAPHI B IET-
CKHX OONBHUIAX U KJIMHHMKAX BBICIIMX Y4E€OHBIX 3a-
BeJIeHUH, He(poIornieckre KaOnHEeThI, HeppoIoTH-
YEeCKUeE OT/AETICHHS CAaHATOPUEB, OTACICHHS [eMOIHU-
amm3a [5-7]. B pabote neTckoil HEPPOIOrHIeCKOn
CITy>k0OBbl COXpaHEHbI 3TATHOCTh U IPEEeMCTBEHHOCTD
3BEHbEB (IOJMKIMHUKA — HE(POJIOTUYECKUH CTallU-
OHAap — CaHATOPUN — OTHENEHUS/LEHTPbI AUaln3a 1
TPaHCIIJIAHTALIUN).

Bomnpockl coBepiIeHCTBOBaHUS TOCYIaPCTBEHHOM
CHELUAIN3UPOBAHHON TeauaTpuieckoll HeposIoru-
YECKOM MOMOILM HOCTOSHHO BBIHOCHUJIMCH Ha 00CYX-
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JICHUE BEIYIIMMH YUYEHBIMH, CIEUUATUZUPYIOITIMU
B obnactu Hedpornoruu [§—16]. Bo B3aumozeiictBun
BEIYIIUX HAYYHBIX MEAUATPUUCCKUX IIKOI U YUPEK-
neHuit 3apaBooxpaneHus ¢ 70-x ronoB XX Beka c03-
JlaBaJIach CICIIMATU3NPOBAHHAS CITyK0a reuaTpude-
CKOW HE(PPOJIOTUYESCKOM TOMOIIH B CTPAHE.

T'OCYIAPCTBEHHOE VIIPABJIEHUE
CIIELIUAJIN3MPOBAHHON HEJJUATPHUYE-
CKOU HE®POJIOI' MYECKOM TTOMOILBIO

MuHHCTEPCTBO 3PaBOOXPAHEHUS U COLUAIBLHOTO
pasBurus Poccuiickoiit @enepanunu (HpiHe MuHHCTED-
CTBO 31paBooxpanenus Poccuiickoii @enepanun) siB-
asiercst GpeaepaibHbBIM OpraHOM HCIIOMHUTEIBHOW Bla-
CTH, OCYLIECTBIISIIOIINM (QYHKIUH: TIO BBIPAOOTKE To-
CYAApCTBEHHOM NOJUTUKHA U HOPMATUBHO-IIPABOBOMY
PErylnpoBaHuIo B cdepe 31paBooXpaHeHus (BKIIIOUast
BONPOCHI OpraHU3aluy MEIUIMHCKON npoduiakTu-
KM, MEIMIMHCKONW MOMOIIM M MEAMLMHCKON peadu-
JAUTaLWH, (apMaleBTHYECKON esATeIbHOCTH, Kaue-
cTBa, 3()(HeKTUBHOCTH U O€30MACHOCTH JEKapCTBEH-
HBIX CPEACTB, CAHUTAPHO-3IUAEMHOIIOTHYECKOT0 Oa-
TOTIOJIYYHSl), 10 OKa3aHHIO TOCYIAPCTBEHHBIX YCIYT U
yIpaBiIeHHUIO TOCYAaPCTBEHHBIM HMYLIECTBOM B che-
Pe 34paBOOXPAHEHHUS; [10 OKA3aHUIO MEJULIMHCKOH I10-
MOIIH (B TOM YHCJIE BBICOKOTEXHOJIOTMYHOM, BKIIIO-
yasi TpaHCIIJIAaHTALIMI0 OPTaHOB U TKaHeW 4esoBeKa);
o pa3zpaboTke U peaju3aluyd COBPEMEHHBIX MeIu-
LIMHCKUX TEXHOJIOTUM, HOBBIX METOAOB JUArHOCTUKU
1 OpraHu3aluy OKa3aHUs MEAULMHCKON IIOMOILH; 110
opraHu3anuy npodeccuoHaaIbHOM MOIr0TOBKH, Iiepe-
MOATOTOBKH, MOBBILICHUS! KBATU(UKALIMNA METUIMH-
CKUX PaOOTHHKOB.

MuHHCTEPCTBO 31PAaBOOXPAHEHUS U COLUAIBHO-
ro passurtus Poccuiickoit @enepanuu (c 2012 r. Mu-
HUCTEPCTBO 31paBooxpaHeHus Poccuiickoit @exnepa-
1K), BKJIIOYas Takue mojapasieseHus, kak lemapra-
MEHT MEJIUKO-COLUATIbHBIX IPOOJIEM CEMbU, MaTePHH-
CTBA U IeTCTBA; JlernapTaMeHT pa3BUTHsI MEJULIUHCKON
MIOMOIIY AETSIM U CITYKOBbI pofoBcrioMokeHust; Jlenap-
TaMEHT OpraHU3alluyd MEAULMHCKON IIOMOLIU U pa3-
BUTHSL 34PaBOOXpaHeHUs, JlenapTaMeHT BBICOKOTEX-
HOJIOTMYHON MEIULIMHCKOHN IIOMOILH U JPYTHE; Opra-
HBI YIPaBJICHUs 3ApaBOOXpaHeHueM cyobekrtoB Poc-
cuiickoii denepanyu, MyHUIUIAIBHBIX 00pa30BaHUiA
OCYILECTBISIIOT (PYHKIMHU YIIPABICHUS, OpraHu3aliu
1 KOHTPOJISI CIICIMaIM3UPOBAaHHOM HE(POIOTrHYECKOM
IIOMOIIY IETCKOMY HACEJIEHUIO, B CBOCH JEATEIbHOCTU
pyxoBoactBytoTcsa Koncrutynueit Poccuiickoit dene-
paumu, ¢enepaibHbBIMU 3aKOHaMH, ykazamu llpesu-
JeHTa u pacnopsbxenusmu IIpasurenscrsa Poccuii-
ckoit Megepannu, NIPaBOBbIMUA AKTAMH.

10

CUCTEMA TTPEJJOCTABJIEHU S
CIELITMAJIN3UPOBAHHOM ITEJUATPUYE-
CKOI HE®POJIOTMYECKOM ITOMOIIU
B TOCYJIAPCTBEHHbBIX YUPEXIEHHUAX
3JIPABOOXPAHEHW

IIpenocrasnenue crienain3upoOBaHHON NeIUaTpu-
4yeckoi He(hypoornyeckoi TOMOILH IETCKOMY Hacelie-
HHIO B TOCYIaPCTBEHHBIX JICYEOHO-NIPODUITAKTHUECKHX
yupexaeHusx: (Hedponornueckne KaOMHETHI TONHU-
KJIMHUK, He(POJIOTHUECKUE CTALMOHAPHI IETCKHUX I0-
POZICKUX, OONACTHBIX, KPAE€BBIX M PECITyOIMKaHCKUX
OOJIbHUIT), HEPPOJOTHYECKUX CTAIlMOHAPAaX KIMHUK
I'bOY BIIO, otaeneHusx uWiu LEHTpax AUanu3a U
TpaHCIJIAHTALMH, CIICUHUATHU3UPOBAHHbBIX HedpoIo-
THYECKHX [eHTpax ((peaepaibHbIH, peciyOInKaHCKue
U (enepanbHBIX OKPYTOB) OCYLIECTBISIETCS 11O PSILY
MIPHUKA30B, CPEU KOTOPBIX CIEAYET OTMETUTH:

* [Ipukaz MuHucTepcTBa 3ApaBOOXpPaHEHUS
PCOCP ot 26.03.1983 1. Ne 536 «O Mepax no rajib-
HeHeMy pa3BUTHIO HEPPOJIOTHIECKON U ypOJIOTHYe-
ckoit momornu jietssm B PCOCPy» [17];

* [Ipuka3 Munsnapasmentpoma PO o1 29.05.1996 .
Ne 219 «O6 opranuzanuu OenepanbHOrO LIEHTPa He-
¢ponorun u nuanuza MUHUCTEPCTBA 34pPaBOOXpa-
HEHMS U MEIUIUHCKON NpoMblluieHHOCTH P ¢ du-
nuanamu» [18]. [Ipuka3z uzgan ¢ UenIbl0 COBEPILCH-
CTBOBaHUA CIEIMAIM3UPOBAHHON Hedpoaoruye-
CKOM momomu HacejeHuto Poccun, ynopsaoueHuto
OpraHU3allMOHHO-METOAMYECKON OMOIIM OpraHaM
YIPaBIEHHS U YUPEXKACHUSAM 31paBooxpaHeHus PO;

* [Ipukaz Munszapasa PO ot 22.10.2001 r. Ne 380
«O COBEpUICHCTBOBAHUHU YPOJOTHMUYECKOH U Hedpo-
JIOTHYECKOM TOMOILHU JETAM» M €r0 MOJOKEHHSIM 00
OpraHu3alyu IesTeIbHOCTH He(hPOIOTHIeCcKoro cTa-
LMOHAPHOTO OTAEIEHUS AJIs AeTei, 00 opraHu3anuu
JesITebHOCTH He(hpOypOIOrHuecKoro KabuHeTa Jaet-
CKOH MOJMKJIMHUKH, 00 OpraHU3alMy AesTeIbHOCTH
JTHEBHOTO Hepoyposorniyeckoro crainuonapa [19];

e IIpukaz Munsapascoupaszputuss PO ot
09.10.2009 1. Ne 8191 « OO yTBep>KACHUM MOPSAKA
opraHu3aluy padoT, BHIIOIHAEMbIX IIPH OCYIIECTBIIE-
HUH JOBpa4eOHOM, aMOyIaTOPHO-TIOIUKINHIUYECKOH,
CTallMOHAPHOU, CKOPOH U CKOPO CIIeLIMAIN3UPOBaH-
HOM, BBICOKOTEXHOJIOTMYHOM, CAaHATOPHO-KYypOPTHON
MeIUIMHCKOM oMoty [20];

e IIpukaz Munsapascoupaszputuss PO ot
09.10.2009 1. Ne 8191 «OO0 yTBep>KACHUU MOPSIIKA
OKa3aHUs MEIUIMHCKON MOMOIIU METOAOM TpaHC-
IJIaHTAIUU OpraHoBy [21].

Jlns Bcex rocy1apCTBEHHBIX yUPEKIAEHUH 31paBo-
OXpaHEeHMs, IPEJOCTABISIONINX MEIULHUHCKYIO T10-
MOII[b, CYIIECTBYIOT €IMHBIE MTOJIXO/IbI K BEACHUIO ME-
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JUIIMHCKOM JOKYMEHTALUHU U CTaTUCTUYECKON OTUET-
HOCTH, yTBepKJIeHHble MuH3apaBconpa3BuTusa Poc-
cun 1 enepanbHOH Ci1y:k00i rocyJapcTBEeHHOH CTa-
TUCTHKHU.

AHalu3 JaHHBIX OQHULINAIEHON TOCYAaPCTBEHHOM
craructuyeckoil oruetHocTH B 2008 I moka3as HepaB-
HOMEPHYIO 00€CIIeUeHHOCTD JIETCKOTO HAaCeNICHHsI He-
(ponorunueckumu korikamu ot 0,775 mo 2,945 wa 10
ThIC. AeTcKoro Hacesnenus B 11 pernonax C300 [22].

BrusiBrieHsl pazinyus B mokaszartensix oOecreveH-
HOCTH JIETCKOTO HacelleHuss 00beMaMu clriennaiu-
3UpPOBAaHHON HE(POIOrHUECKON MOMOILH, OKa3bIBa-
eMoll B KiIMHHKe ¢enepanbHoro nogunnenus ['bOY
BIIO persim C3®O (23,1 %) u gersim ropona CaHKT-
[TerepOypra (76,9%) [22]. Cnexyer obecrnieduTs paB-
HYI0 JIOCTYITHOCTb CIELMaIN3UPOBaHHOMN MeauaTpH-
Yyeckoi HepoIornuecKoii MOMOIIN B KIIMHUKaX (exe-
paNbHOIO MOJYMHEHUS A IeTCKoro Hacenenus PO.

[IpenocraBieHne BbICOKOTEXHOJIOTUYHONW MeIu-
nuackoi nomomu (BMII) mo Hedpomoruueckomy
npoduiio geTckoMy HaceseHnio PO B knmuHukax ge-
JIEPaJIbHOTO MOJYMHEHUs OCYLIECTBISIETCS 10 PsAy
MIPUKA30B, CPEIN KOTOPBIX:

* npuka3z M3 u CP PO ot 29.12.2008 1. Ne 786H
«O nopsiike GOpPMHUPOBAHUS U YTBEPKICHHS TOCYAAP-
CTBEHHOTO 3adanus Ha okazanue B 2009 rogy BMII
rpaxaanam P® 3a cder accurHoBaHwuii ¢eiepalibHO-
ro Oromkera» [23];

* npuka3 M3 u CP PO Ne1690H ot 28 nexadpst 2011
rofa «O0 yTBep K ICHUH BUI0B BEICOKOTEXHOIOTYHOM
MEIUIIMHCKON oMotny [24].

B uccinenosanuun A.M. ['opsaunosa (2012) BbisiBie-
HO, YTO MOKa3aTesu 00eCeYeHHOCTH IETCKOro Hace-
nenust oobemamu BMII no nedponornueckomy mpo-
¢wio B kiuHuKe (enepanbaoro nogunHenus (I'bOY
BIIO CIIGI'TIMA) cocraBnsum B 2011 roxmy 0,5 Ha 10
ThIC. IeTer B C3DPO u 1,06 Ha 10 ThIC. NeTel B CaHKT-
[letepOypre [22]. YcTaHOBICHBI Pa3IUyusl B YPOBHE
00eCreueHHOCTH IETCKOTO HaceneHus cyobekToB PO
oosemamu BMII no Hedponoruyeckomy npoduiio,
OKa3bIBAEMOI B KJIMHUKE (he1epaibHOTO TTOIYHHEHHS
3a CUeT acCUrHOBaHMH (enepanbHoro Oromxera [22].
Yeenuuenue oobemoB BMII o neauarpudeckomy He-
¢dponornueckomMy nNpoQuIIo B 3asBKaxX perioHOB 00e-
CIIEYUT PABHYIO IOCTYITHOCTb 3TOI'0 BU/1a ITOMOIIH JJIst
JleTCKOro HaceneHus: PO.

ObecneueHHOCTh OONBbHBIX neTeil PO 3amecTu-
TEJIbHOW IOYEUHOH Tepanuel, IepUTOHEAIbHBIM JIU-
aJM30M OCTaeTcs HeJJOCTaTOUYHOM, cpenu 1eTel msTh-
JIETHSISI BBKMBAEMOCTh Ha T€MOJUAIN3€ COCTAaBUIIA
73,8% [25]. TpancnnaHTanus MOYKHU paccMaTpUBaeT-
sl KaK ONTUMAaJIbHBIN METOJ JIeueHUs] TEPMHUHAIBHON
XPOHHUYECKOH MTOYEYHOI HE0CTaTOUHOCTH, ITOCKOIb-

Ky MO3BOJISET IOCTHYb HAN0O0JIee BEICOKUX ITOKA3aTe-
JIel BBDKUBAEMOCTH OOJIBHBIX M Ka4eCTBa )KU3HU TIPU
HauOoJIee HU3KUX 3aTparax Ha JieueHue [25].

OpHOI U3 BaXKHBIX 3a/1a4 [eAnaTpUIeCKor Hedpo-
JIOTUY SIBJISICTCSI MHTCHCU(UKALUS 3aMECTHTEIbHON
MOYEUYHOH Tepanuy METOIOM TPAHCILIAHTAIIUU TOUYKHU
y AeTel B paMKax HAIlMOHAJILHOTO MPOEKTA.

OEJIEPAJIBHAS CIIYXKBA 110 HAJI30PY
B COEPE 3/IPABOOXPAHEHU A
N COUNAJIBHOI'O PA3BBUTU A PO

DenepanbHas ciysxoa siBisieTcs (henepaibHbIM Op-
TaHOM HCIIOJIHUTEIIBLHOM BJIACTH, OCYLIECTBISAET KOH-
TPOJIb M HAA30p B chepe 31paBOOXpaHEHHsI, HAXOIHT-
cs B BeieHun MunucrepcrBa. DenepasbHas ciyxoa
OCYILIECTBIISICT HA30p U KOHTPOJIb 33 COOTIOACHUEM
CTaH/apTa KaueCcTBa MEAULIMHCKOM IIOMOLLHU, MOJICPHU-
3alUM 30paBOOXpaHeHUs CyObekToB PO u ®I'Y, oka-
3BIBAIOIIMX MEIULHUHCKYIO IIOMOIb, BBIJAET paspe-
LICHNE HA IPUMEHEHUE HOBBIX TEXHOJIOTHI, OCYIIECT-
BIISIET MPOBEPKY JEATEIBHOCTH OpraHU3aluil 31pa-
BOOXPaHEHHS, KOHTPOJIb 32 COOMIOAEHUEM 3aKOHOB H
nocraHosieHui [Ipasurenscrsa PO o nuueH3uposa-
HUU MEIULUHCKOHN [eATeNbHOCTH, SKCIEPTU3Y Kaye-
CTBa IIPEJOCTABISIEMON ClIEUATU3UPOBAHHON IIOMO-
1K HacelleHuro [26].

HEHTPAJIBHAS ATTECTAIIMOHHA I KOMUC-
CHA MUHUCTEPCTBA 3/IPABOOXPAHEHU A U
COLHAJIBHOI'O PABUTHUA PO

LlenTpanbHasi aTTecTallMOHHAs KOMUCCHS — JKC-
NEPTHBIM OpraH Mo OLEHKE YPOBHS U KayecTBa Mpo-
(eccroHaIbHOM MOATOTOBKU CIIELUATUCTOB.

Ortaenenust, SKCriepTHBIE rpymIibl LleHTpansHoii ar-
TECTallMOHHON KOMUCCHH MTPUHUMAIOT pellieHHe O TpH-
CBOCHHUH TeUaTpy KBaJM(HUKALMOHHOW KaTeropuH I1o
crienrabHOCTH «Hedpoorusy, BblIatoT CBUIIETENBCTBO
YCTaHOBJICHHOTO 00pa3ua. ATTeCTalIOHHbIe KOMUCCUH
NPUHUMAIOT PEeIeHHE O NPUCBOCHUH, TIOATBEPKICHUH
WM CHSITHH KBaJTM(UKALIMOHHBIX KaTEropuil eguarpy
no He(posoruu. KpandukanronHas Kareropus 1o He-
¢ponoruu aeiicTBuTeNbHA B TeueHue S et [27].

CUCTEMA TIOATOTOBKU CIIEHUAJIM3UPO-
BAHHBLIX ITEJJUATPOB-HE®POJIOT'OB B I'O-
CYIAPCTBEHHbBIX ObPA3OBATEJIbBHBIX
YYPEXJIEHNAX BBICIHEI'O ITPOPECCHO-
HAJIBHOI'O OBPA3SOBAHU A PO

B CTpaHC CO31aHa €ArnHas 06pa3OBaTCJ'ILHa$I CH-
CTeMa MMOATOTOBKHU CIICHUAIU3UPOBAHHBIX IEAUATPOB-
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Hedponoros B 'bOY BI1O. O0y4enue nenuarpos ocy-
mecteistercs B ' BOY BIIO (npodeccnonanbhas me-
PETMOArOTOBKa NEJUaTPOB MO He(POIOruu, TeMaru-
YEeCKHE KypChl YCOBEPILEHCTBOBAHUS M MOBBIILICHHS
KBaJM(PUKAUK [1EAUATPOB MO HE(POIOTHH, KIHMHU-
yeckas opAauHarypa 1o Hedponorun). OOyueHue me-
JMaTPOB B KIIMHUYECKON OPIUHATYPE M0 HE(YPOIOTHH
Briepsbie Hayato B 'bOY BIIO CII6I'TIMA B 1997 1.
Crneunanucty (meauarpy) mociie poxXoKAeHHs 00yue-
ausa B ' BOY BIIO BeIIAIOT CBUIETEIBLCTBO O HOBBIIIIE-
HUM KBATH(UKALMY 110 HEPPOJIOTUHU U PEILICHUEM K-
3aMEHalMOHHON KBAIM(UKALMOHHOW KOMHCCHH Cep-
TUHKAT 10 crienranbHocTu Hedponorus. Ceprudu-
KaT crienuanucTa JeiictBuTesnex B Tedenue S set. [lo-
BBIIIICHUE KBAJTM(PUKALMY CIIEHATHCTOB-HE(YPOJIOTOB
MIPOXOJUT HE peXke OJJHOTO pasa B 5 JeT.

B cootBercTBUM ¢ prkazoM MuHKCTEpCTBA 30pa-
BOOXpaHEHHMs1 ¥ colranbHoro pa3sutus PO ot 23 ampe-
151 2009 roga Ne 2101 «O HOMEHKIIAType Clielualib-
HOCTE! CHEeMAINCTOB C BBICILIUM U MIOCIEBY30BCKUM
MEIMIUHCKUM U (hapMaleBTHUECKUM 00pa3oBaHUEM
B chepe 3apaBoOXpaHEHHS», MIPELYCMATPHUBAIOIIETO
BbIJIeJIEHHE OCHOBHOH CIIEUaIbHOCTH (IIeAUaTpus) 1
CIEeLUAILHOCTH, TpeOyIoLIel TOMOTHUTEILHON MO~
rotoBk# (HepoIorus), neanarpoM-Heppororom cuu-
TaIOT CHELUAICTA, UMEIOLIET0 CepTU(HKAT TeAnaTpa
1 Hedposora, OKa3bIBaIOLIEr0 CHIEHUAIN3UPOBAHHY O
HedposoruuecKyto nomouips [28].

[loBbIieHue npohecCHoHaITbHOro0 YpOBHS CHELH-
QJIMCTOB 10 HEPPOIOTUHU IPOXOAUT TaKke Ha Poccuii-
CKUX KOHIpeccax W Hay4dHO-IPAaKTHUECKUX (Gopymax
MeANaTpOB-HE(PPOIOrOB, MEKIYHAPOJHBIX IIKOJIAX
(ceMuHapax) U MeXAyHapoAHBIX KoHrpeccax (Inter-
national Pediatric Nephrology Association, European
Society for Paediatric Nephrology), Ha KOTOpBIX Tie-
JMaTp MOJYYaloT CePTU(UKAT YIaCTHHKA C yKa3aHU-
€M 4acoB 00y4eHHs B BUJE KPEIUTOB.

J.H.H. Ehrich u coasr. (2004) onyonukoBaiu pe-
3yJABTaThl MPEANpHUHATOr0 EBponeiickum o01iecTBoM
neuaTpoB-HeGPOIOroB gemMorpaduieckoro uccieao-
BaHMsI OPTaHU3ALMHU U IPEJOCTABICHUS CIICLUAIN3HU-
POBaHHOI meauaTpuyYecKoil Hepomornueckoi momMo-
1 B 42 eBponeiickux ctpanax [29]. AHanu3 npoBeneH
I10 JAHHBIM OTIPOCa PYKOBOIUTEIEH 43 HalIMOHATBHBIX
MeIuaTpuIecKuX HepoIornuecKux o0IecTs 1 padbo-
yux rpynn EBpomnsl, B Tom yncie u3 Poccuun. B Espo-
Ie nepuarpuyecKkast Hepojaorudeckas IOMOIIb HMe-
€T pa3Iuyusl B 3aBUCUMOCTH OT reorpauueckux, mo-
JUTUYECKUX U COLUANTBbHO-I)KOHOMUYECKHX (PaKTOPOB
1 OpraHM30BaHa B TPEX BapHAHTAaX:

* cucTeMe Bpayeil o0Iell MPaKTUKY;

* MEANATPUUECKON CUCTEME;

* KOMOMHUPOBAHHOH CHCTEME.
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Pesynbrarsl nccienoBanysi MokasajiH, YTO CpeaHEe
YHCIIO CIIEHUAIM3UPOBAHHBIX IEAUATPOB-HE(PPOIIOroB
coctaBmio 4,9 Ha 1 MyIH neTckoro Hacenenus EBporisl,
AHAJIOTUYHBIN MOKa3areiab AaHHbIX U3 Poccuu — 4,4
Ha 1 muH gerckoro HaceneHus. CoracHO MOTyYeH-
HBIM pe3yJibTaTaM, KOJIM4eCTBO JIeTeil B CpeHEM Ha
OJIHOTO NiegraTpa-HeposIora 0Kazaioch 3HAYUTEIBHO
Oosiblile B cTpaHax ¢ CUCTEMOH Bpadeil oOmei nmpak-
TUKH, YeM B IEAMATPUYCCKUX U KOMOMHHPOBAHHBIX
cuctemax: 370 749 nporus 169 456 u 191 788 coot-
BETCTBEHHO [29].

Pesynbrarel uccnenosanus A.M. Topsiurosa (2012)
[22] neMOHCTPUPYIOT, YTO KOJIMYECTBO MEAMATPOB-
HE(PPOJIOTOB, MPEJOCTABIISIONINX CIICIHATH3UPOBaH-
HYIO MEIUaTPUYECKYI0 He(PPOIOrHYECKYIO TTOMOLIb
B MOJIMKJIMHUKAX M HE()POIOTHYSCKUX CTalMOHApaX
Cankr-IletepOypra, cocrasisiet 5,2 Ha 100 TBIC. HET-
CKOT'0 HaCEeJIEHUs, UTO JJOCTOBEPHO BBILIIE, YEM [TOKA3a-
Tenb 110 Poccun — 4,4 Ha 1 MIIH IE€TCKOrO HaceJICHUSI,
yka3aHHbIN B uccienoBannu ESPN (2004).

HAYYHO-KOOPAMHAIIMOHHAS CUCTEMA

e JlemaprameHT Hayku, 0Opa30BaHUsl U KaJpOBOH
nonmutuku M3 u C3 PO,

* JlemapraMeHT MHHOBAIL[MOHHOW MOJINTUKU U Ha-
yku M3 u C3 PO;

* [Ipo6nemuas komuccusi «bone3nu moyexk u mMo-
YEBBIBOJALIMX IIyTEH y AETEH»;

* Hayunstit coeer PAMH u Munucrepcrsa 3apa-
BOOXPAaHEHUS U COLMAIBHOIO passurusi PD, B co-
CTaB KOTOPOW BXOAT BEAYIIHE YUYEHbIE NEAUATPbI-
Hedpoory;

* HWU, nayunslie nueHTps! U Kadeapsl eauaTpun
I'BOY BIIO akanemuii 1 yHUBEpCUTETOB;

* HayuHo-o01ecTBeHHBIE OpraHU3aLny.

VYueHsle, cienualIn3upyonmecs B 001acTH nenu-
aTpUueCcKoi He(hPOJIOTHH, COBEPLICHCTBYIOT CIelna-
JM3UPOBAHHYIO HEPPOJIOTUUECKYIO TTOMOIb, AKTHUB-
HO BHEJIPSIIOT PE3yJIbTaThl HAYYHBIX UCCIIEOBAaHUI B
IIPAKTUYECKOE 34PaBOOXPAHEHUE, IPEAOCTABIAIOT Ha-
y4HO€ 000CHOBaHKE CTaHJapTOB AUATHOCTHKH, JIeUe-
HUSI M TPOUIAKTUKY 32001€BaHHIA TOYEK U MOYEBOM
cucteMbl. OJTHUM U3 METO/I0B BHEJJPEHUSI HAYyYHBIX HC-
CJIeJOBaHUH B MEANATPUUECKYIO MTPAKTUKY SIBIIAETCS
HanvucaHue PyKOBOJCTB, yueOHO-METOIUYECKUX I10-
coOMii, CIPAaBOYHUKOB M CTaTeH, 4TO JJaeT HE TOJIBKO
HOBEHIIYI0 MH(OpPMALKIO, HO U PYKOBOJCTBO K JIeHi-
CTBHIO CIIEIIMAIMCTOB HEPPOIOoroB. M3aarorces «Kiu-
HUYECKHE PEKOMEHIALIUNY, «KMETOAUYECKUE TUCHMa
Y «IPOTOKOJIBI IMATHOCTUKH U JIGUCHUSD, pa3padboTaH-
Hbl€ BEAYIIMMHU CHEIMATUCTaMHU I UCTIOIb30BaHUS
B TIPAKTHKE TIeIUaTPOB-HE()POIIOTOB.
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Poccuiickue periensupyemsle xkypHaisl «Poccnii-
CKMI BECTHUK MEPUHATOJIOTUU U neauatpun», «He-
¢dponorus», «Hedponorus u auanuszy», 3apyOeKHbIe
«Pediatric Nephrology» u MHOTHE ApyrHe MyOIUKYy-
I0T COBPEMEHHYIO Hay4YHO-IIPAaKTUYECKYI0 HH)OP-
MalHIO 110 aKTyaJIbHBIM BOIPOCAM NeANaTPUIECKON
Hedposorun. B kauecTBe mpumepa MOKHO NpHUBe-
CTH pa3paboTaHHBIE U ONMYOJIMKOBAHHBIE B XKypHa-
ne «Hedponorus» HanuoHaIbHbIE PEKOMEHIAINH
«XpoHunyeckasi 60JIe3Hb MOYEK: OCHOBHbBIE TIPUHIIH-
bl CKPUHHUHTA, IUATHOCTHKH, TPO(UIAKTUKH U TTOJI-
XOJIbI K JIGUCHUIO» — peleHne o0uieid npoodiaeMbl He-
¢ponoruu [30].

Hayunsble neguarpuyueckue Kol CTpaHbl BHOCAT
HEOLIEHUMBIH BKJIa/l B pa3BUTHE MEANATPUUECKON He-
(posornueckoii HayKu U COBEPILICHCTBOBAHHUE MPAK-
TUYECKOTO 3/IpaBOOXPAaHEHUSI.

B cootBercTBUUN ¢ mpukazamu M3 PO yupexne-
HBI ¥ pa0OTaIOT MeAUaTpUIECcKre HEPPOIOTHUECKUE
LEeHTpbl B PO:

» OenepanbHblil AeTCKU HeQpoypoIornuecKuit
neHTp Ha 6a3ze Mockosckoro HUU nepuarpuu u net-
CKOW XUpPYpruu (PyKOBOIUTENIN — 3acil. ACST. Hay-
ku P®, npod. M.C. Urnarosa, 3aci. Bpau PO, npod.
B.B. [nun);

* PecriyOnukanckue neguarpuueckue Hedpoio-
rHYECKre LEHTPBI: MpHu PecrnyOnukaHcKkol JeTCcKoM
KJImHU4eckoi OonbHuile M3 PeciyOonuku barnikop-
TOCTaH U JIp.;

* PernonanbHble neauaTpuueckue Hedpoaorunye-
CKHe IeHTpsl: Tpu HayuHoM 1ieHTpe 310poBbs AeTeil
PAMH (pyxoB. — npod. A.H. Lpirun), Leatp C30O
npu 'bOY BIIO «Cankr-IlerepOyprekas rocynap-
CTBEHHAs MeAuaTpuyecKas MEAUIIMHCKAs aKaJIeMHsD»
(pyxoB. — ipo¢. H./l. Caenxosa), Llentp npu [ BOY
BIIO «Open0Oyprekas MeIMIMHCKAs aKajieMus» (py-
KOB. — 3aciyk. Bpau PO, npod. A.A. Bsukosa), npu
I'BOY BIIO «BopoHnexckast rocygapcTBEHHAsI MEH-
LUHCKasl akaieMus (pyKoB. —3acityK. Bpad PD, mpod.
B.I1. CutnHukoBa, 3acityx. Bpad P®, nmpod. T.JI. Hacra-
yiesa), ipu ['bOY BIIO «Camapckuii rocyapcTBeH-
HBIA METUIMHCKUH YHUBEPCUTET» (PYKOB. — 3aCITYK.
Bpau PD, npod. I A.Makoewkas) u 1pyrue.

Kax BuHO, Hay4YHO-METOAMYECKOE PYKOBOJCTBO
MeANaTpUIECKUMU HEPPOIOTHUECKUMH LEHTPaMHU
OCYILECTBIISIOT BEAYLIUE YUYEHBIE, CIIELUAINU3UPY-
fongecs: B obnacTu nerckoit Hegponoruu. Cnemy-
€T OTMETHTb, YTO yUEHBIE, ABISAIOINECS PYKOBOIU-
TesIMU (eiepanbHbIX, pecnyOINKaHCKUX U PEruo-
HaJbHBIX MEIUATPUUYECKUX HEPPOIOTHUECKHUX LEH-
TPOB, ABISAIOTCS CO3AATENIMU MM MPOJOJIKATEIS-
MU Hay4YHBIX HeAHaTPUYECKUX HE(POIOTHUECKUX
LIKOJI CTPaHBbl.

B cootBercTBUE ¢ mpuka3zom MuHKMCTEpCTBA 31pa-
BOOXpaHEHMs U collraabHoro pasButus PO Ne 622 ot
5 Hos10pst 2008 rona «OO6 3KcrepTHOM CcOBETE B Che-
pe 3IpaBOOXpaHEHMs U COLMAIBHOTO pa3BuTHs Poc-
cuiickoit @enepanum» [31] cozgan DKCIEPTHLIHN COBET,
KOTOpBIN SIBJISIETCA COBELATEIbHBIM OpraHoM MUHH-
CTEepPCTBA 3/JPaBOOXPAaHEHMS U COLUAIBHOTO pa3BUTHUS
PO, neiicTByeT Ha 001IECTBEHHBIX HaYaIaxX. JKCIepT-
HBII COBET CO3/IaH B LIEJSAX pPealn3aluy QyHKIHNA MU-
HHUCTEPCTBA 10 BEIPAOOTKE TOCYAapCTBEHHOM MTOJIUTH-
KU B chepe 31paBOOXpaHEHHs, TIOBBILICHHUS POJIH Ha-
YUHBIX, 00pa30BaTeIbHBIX MEIUIIMHCKUX YUPEKICHUH
1 OOILECTBEHHBIX OpraHn3alyii B 00JIaCTH OXpaHbl U
YKPEIUIEHHsI 310POBbS HACEIIEHMSI, yCUIIEHHSI X OTBET-
CTBEHHOCTH 3a COCTOSIHUE U pA3BUTUE CUCTEMBI 31pa-
BoOXpaHeHusl. OpraHu3allMOHHO-METOANYECKOE PYKO-
BOJICTBO DKCIIEPTHBIM COBETOM BO3JIOXKEHO Ha Jlenap-
TaMEHT HayKu, 00pa30BaHUs U KaJpOBOH MOJUTUKH,
JlenaprameHT opranu3ali MEAUIIMHCKON TOMOIIHN U
pa3BUTHSA 3/IpaBOOXpaHeHus, JlenapTaMeHT pa3BUTUS
MEIUIMHCKON MTOMOIIM AETSIM U CIYKObl POZOBCIIO-
Moxkenust [31]. DkcnepTHBIA coBeT paboTaer B Tec-
HOM B3aUMOJIEHCTBUN ¢ MUHHCTEPCTBOM 3/JpaBOOXpa-
HEeHMs1 1 MUHHCTEpCTBOM 00pa3oBaHust U Hayku PO,
PAH, PAMH, I'OY BIIO, Hay4HO-00111€CTBEHHBIMU
OpraHHU3alHAMU.

Accouunanyuu neguarpos- Hedpoaoros, oobenu-
HSIOLIME B CBOM COCTaB BEAYIIUX YUEHBIX U MPAKTH-
YECKUX MeIuaTpoB-HE(POIOroB, MpHU3BaHbl COACH-
CTBOBaTh Pa3BUTHIO HAyYHOI M NMPAKTHYECKOH Iie-
JUaTpuueckord He(pOoIOruu, OpraHu3aluy Crenua-
JM3UPOBAHHON HE(POIOTHUECKON TOMOIIH, OOMEHY
Hay4YHO-TIPaKTHYECKOM HHPOpMaIHeH.

B Hamreii crpane paborarot acconmaniy neAnaTpoB-
Hedposioros: ¢ 1996 o 2002 rox «Acconuamnus
neanarpos-unedpoaoros Cesepo-3amana Poccumn»
(mpe3unent — 3aci. aest. Hayku PO, npod. A.B. [1ama-
SH), YUpeKICHHAs €ro Y4eHUKAMHU U ITOCIIeA0BATEISIMH
B 2003 . MOO «Accouuanus neauarpoB-HeppoIoros
umenu mpod. A.B. [Tanasinay (npencenarens — npod.
H.J. CaBenkoBa); yupexaenHoe B 1997 r. MOO
«TBopueckoe oObeqUHEHHE ETCKUX HEPPOIOTOBY
(mpe3unent — 3aci. aear. Hayku P®, npod. M.C Urna-
ToBa, ¢ 2012 1. — 3acnyx. Bpau PO, npod. B.B./nun);
yupexaeHHast B 1997 r. «PernonansHas acconuanus
HeppOoypoaoroB Ypanay (Mpe3ulIeHT — 3acIysK. Bpad
PO, npod. A.A. Bsuikosa).

Pocculickue yuensle ABisiroTCs yieHamu Mexay-
HapOIHOH accoluanyy neauarpoB-Hedponoros (Inter-
national Pediatric Nephrology Association), EBponeii-
ckoro obmectsa nenuarpoB-uedponoros (European
Society for Paediatric Nephrology).

B XXI Beke onpesiesieHbl HOBbIE HAIIPABIIECHUS Pas3-
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BUTHS HAYYHOU U IPAKTUYECKOM MTEIUaTPUUECKOMN HEe-
(bpostoruu, COBEPIICHCTBOBAHHS TOCYIapPCTBEHHOM T1e-
JMaTPUYECKOM He(POIOrHYeCKON TTOMOIIH.

Ha coBpemenHOM 3Tarie TpeOyeTcsl pelieHue cie-
JIYIOLIKUX NIEPBOOYEPEAHBIX 3a1a4:

- Coxpanenue u obecriedeHue paBHOH JAOCTYITHO-
CTH 1 OECIUIATHOTO OKA3aHKS FOCYJapPCTBEHHOM CIIeIH-
ATM3UPOBAHHON HEPPOIIOTHYESCKON TTOMOIIU Ha BCEX
Jranax s AETCKOro HaceneHus PO.

- YcuneHue NoJuMKIMHUYECKOTO 3B€HA — BaXKHOE
HAIIPaBJICHUE B COBEPLICHCTBOBAaHUU IOCYAapCTBEH-
HOM Crenualu3upOBaHHON MeanaTpuieckon Hedpo-
JIOTUYECKOU ITOMOIIIH.

- IIpoBenenue MmeponpuATH B pETMOHAX 110 PaCIlId-
PEHMIO CIIeUaTU3UPOBAHHON [IOMOLIH JETSAM B JTHEB-
HBIX HE(QPOJIOTHYECKUX CTAlMOHAPAaX — COBPEMCH-
HBIE [MOAXO0J] «CTALMOHAP3aAMELIAIOILIMX» TEXHOJIOTHH.

- YcrpaHeHUe pa3iuuuil B 00CCIEUYeHHOCTH He-
(bpoornuecKuMy KOMKaMHU JIETCKOTO HACEIICHUS Cpe-
1 cyObekToB PD.

- OGecnieueHre JOCTYITHOCTH JUISL IeTel U3 CyOb-
€KTOB P® BBICOKOTEXHOJIOTMYHOW MEIULUHCKOW TO-
MOIIK TI0 He(POIOTHYECKOMY MPO(UIIO, OKa3hIBaC-
MO B CIICIIMaTN3UPOBAHHBIX HE(DPOIOTMUSCKHUX KITH-
HUKax (hegepasbHOTO MOAYMHEHHS 32 CUET ACCUTHO-
BaHUH (enepanbHOro Orokera. Cienyer yBeIMIuTh
o0ecreueHHOCTh JeTcKoro HaceseHust PO o0bemamu
BBICOKOTEXHOJIOTMYHOM MENULIMHCKOM ITOMOLLIH I10 He-
(ponoruyeckoMy rnpoduIto.

- Pacmmpenue BugoB BMII no nenuarpuueckomy
He(dposoruueckoMy PO, OKa3bIBAEMON B KITH-
HUKax (efepansbHOTO MOJYMHEHUS, BKIIFOYCHUE TII0-
MEPYJISIPHBIX U TYOyJIOUHTEPCTHIIMAIBHBIX O0JIe3HEH
(xomp1 mo MKB NO1, NOS, N16, N16.5).

- YBenuueHue 00eCIeYeHHOCTH OOJIbHBIX JIETEH C
XPOHUYECKOW MTOYEYHOM HEIOCTATOUHOCTHIO B CYOhEK-
Tax PO 3aMecTUTENbHOM IOYEYHOU Tepauei, B 4acT-
HOCTH — [IEPUTOHEAIIBHBIM JTUAIA30M.

- OOecrieyeHre TOCTYITHOCTH TPAHCILIAHTAIIMHU
MOYKH — ONITUMAJIbHOTO METOJA 3aMECTUTEIILHOMU I10-
YEYHOU Tepanuu JJis OOJIBHBIX JIETEH ¢ XPOHUYECKON
IOYEYHOM HEJIOCTATOYHOCTBIO B paMKaxX HalMOHaJb-
HOU MPOTPaMMBbI 110 Pa3BUTHIO TPAHCIUIAHTALIUH.

- CoxpaHeHUe HEPPOJOTHISCKUX JETCKUX CaHa-
TOPUEB KaK FOCYIAPCTBEHHBIX YUPEXKACHUHN 31IpaBO-
OXpaHEHUs B PErMOHaX C LB YCUICHUS peaOum-
TALMOHHOI'O 3BEHA.

- CoxpaHeHHE CYIIECTBYIOLIEH €IUHON CHCTe-
Mbl TIOATOTOBKH CIIELUAJIM3UPOBAHHBIX MEAUATPOB-
He]poJIOTroB, MPOPECCHOHAIBHON MEePENOrOTOBKU
[eAMATPOB 10 HEPOJIIOTHU HA MEAUATPUUSCKUX Ka-
¢denpax I'bOY BIIO.

- YTBepiKIeHHE CIICIIMAILHOCTH IeAnaTp-Hedpoior.
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- YTBepxaeHue TudQepeHInpoBaHHON YacoBOH
Harpy3Ku neuarpoB-He(POIOroB JeTCKON MOTHKIIU-
HHKH, THEBHOT'O U KPYIJIOCYTOYHOTO HE(PPOIOrHIECKO-
ro cTaloHapa, CaHaTOpHs, LIEHTPa/OTACICHUS 3aMe-
CTUTEJILHOW MMOYEYHOH Tepanuu (reMonuanus3a u me-
PHUTOHEATBHOTO ANUANN3a, TPAHCIUIAHTALIUN).

3AKIJIIOYEHUE

B crpane co3nana u paboraer rocygapcTBeHHas
CUCTEMa CIEeHUaTHU3NPOBAHHON He(POIOTHYECKOM
MIOMOIIIM JIETCKOMY HacesJeHMIo. BaxkHo mpu cosep-
IIEHCTBOBAHMUHU 3TON CUCTEMbI COXPaHUTH IIaBHOE, a
MMEHHO TOCYapCTBEHHBIH KOHTPOJIb U TOCYJapCTBEH-
Hoe o0ecreueHue.
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A.A. Kysneyosa'?
HOYHOW 3HYPE3 Y ETEN

A.A. Kuznetsova
NOCTURNAL ENURESIS IN CHILDREN

'Kacdenpa dpakynsteTckon neamatpum CaHkT-MeTepbyprckoi rocyaapCTBEHHOM NneguaTpuyeckas MeanumMHCKON akagemnm, 2nabopatopus du-
310JIOr N NOYKN Y BOAHO-COJ1IEBOro o6MeHa VIHCTUTYTa 3BOSIIOLMOHHOK duradnonorum n 6uoxmummm nm. .M. CeveHosa PAH, CaHkT-lNeTepbypr,
Poccusa

PEDEPAT

lMpencTaBneHbl COBPEMEHHbBIE JAaHHbIE O PACMPOCTPAHEHHOCTM 3TUONOMMK 1 MATOreHe3e HOYHOr O 9Hype3a. PacnpocTpaHeH-
HOCTb HOYHOr0 aHype3a gocturaeT 10-15% y neteii B Bo3pacTe oT 5 no 15 net [1-4]. B nocnegHue rogbl BHOBb BO3POC MHTE-
pec nccnenoBaTenen pasHblx CneLmanbHOCTEN K BOMPOCaM 3TMonaToreHe3a HOYHOro 9Hypesa, 4To CNocoOCTBOBAO paspa-
60TKe HOBbIX CIOCOO0B yBeNn4eHus 3apdeKTUBHOCTI ero fiedeHnst. OCHOBHbIMY NMPUYMHAMW HOYHOIO HeAepPXaHUs Mo AB-
NFI0TCS HEKOTOpPble GOPMbI NATONOMMN LLEHTPaIbHOW HEPBHOM CUCTEMBI U HApyLLUEHWe perynaunm GyHKLMM MOYEBOro ny3bl-
psi, HouHas nonnypus [3, 5, 6]. Monyymna pacnpocTpaHeHne rmnoTesa, CorlacHO KOTOPOW HOYHOI 3HYpPe3 0OYCNOBEH N3Me-
HEHMEM UMpPKagHOro putMa CekpeLyvn aprmHH-Ba30npecCrHa, YTO MPOSABSETCHA B CHUXXEHUN €M0 CEKPELIMN B HOYHbIE 4acChbl,
B pe3ynbraTte yBemyeHns 06pasoBaHns MOYM B HOYHbIE Yacbl, Pa3BUTUEM HOYHOM nonnypun [6, 7]. MoaTBepxaeHnem aTo-
ro NPeanosioXeHnst cTann AaHHble 06 3pdEKTUBHOCTN NPUMEHEHUS CUHTETUYECKOrO aHanora Ba3onpeccuHa — 4ecMorpec-
CUMHa, KOTOPbIV Bbi3bIBAET yBEMYeHne peabcopbumm Boabl B cobmpaTtenbHbIx Tpyokax noyku [8]. PesynbtaTbl uccnenoBaHuin
nocneaHnx NeT BbISIBUIN BaXHYIO POJib UIBMEHEHWS perynaumm GyHKLMM NOYKW B NaTOreHe3e HOYHOro aHypesa. 9T1o o6ycnoB-
JIEHO OBYMS paKTopaMu, OAHUM U3 HUX CIY>XKUT YMEHbLUEHWE CEKPELMM Ba30MpPeccmHa runodrsom, opyrum — yCUneHume ce-
KpeLuum ayTakonaos B MOYKE, IAe OHW BbICTYNAIOT IOKAbHbIMU @HTaroHMCTaMu BO B3AVIMOOTHOLLEHUSIX C aHTUANYPETUHECKUM
rOPMOHOM U MOTYT ObITb MPUYMHON YBENNYEHUS AMype3a Houbto [9].

KnioueBble cnoBa: aHypes, 3TMOMOoris, naTtoreHead HoYHasi NoNIMypust, aHTUANYPETUYECKUIA FOPMOH.

ABSTRACT

Modern data about prevalence, etiology and pathogenesis of nocturnal enuresis are presented. The nocturnal enuresis meets at
children till 5 yearsin 15 % of cases. Itis a heterogeneous disorder with a whole variety of etiologic factors (genetic, endocrino-
logical, neurobiological), particularly a dysfunction of the lower urinary tract. This is polietiologic disease in which development
various factors (genetic, endocrine, neurogenetic), being accompanied dysfunction of the bottom urinary ways can take part.
Despite the prevalence of enuresis many questions regarding its pathophysiological mechanisms remain disputable. There
are three pathogenetic mechanisms that have sufficient scientific support: nocturnal polyuria, nocturnal detrusor overactiv-
ity and high arousal thresholds. Nocturnal polyuria is often explained by a nocturnal lack of the antidiuretic pituitary hormone
vasopressin. At primary nocturnal enuresis the urine incontience is noted at night from the moment of the birth. At secondary
nocturnal enuresis arises in 6 months after the birth. Primary night enuresis associates with a night polyuriya, increased renal
sodium excretion, higher secretion of prostaglandins. Desmopressin markedly reduced nocturnal urine output in patients with
enuresis, minimizing sodium, urea and overall solute excretion.

Key words: nocturnal enuresis, etiology, pathogenesis, nocturnal polyuria, vasopressin.

ITox TepMHUHOM HOYHOM 3HYPE3 IOHUMAIOT HETIPO-
H3BOJIbHOE MOUEHUCITYCKaHUE HE MEHEE UEM JIBAJK/IbI B
Mecsl y IeTel B BO3pacTe, KOrja UMEEeTCsl HOpMallb-
HBII KOHTPOJIb PYHKIIMKA MOYEBOTO MY3bIps, T.€. Ha4H-
Has ¢ BO3pacTa 5 JET IPU OTCYTCTBUM BPOKIEHHBIX
WK IPHOOPETEHHBIX Ie(PeKTOB MOYEBOro Tpakra. B
COOTBETCTBHH € «MexXIyHaponHOW KiaccuuKau-
eil Gome3Hel ecsATOro mepecMoTpay, TEPMUH «IHY-
pe3» TpakTyeTcs KaKk pacCTpOMCTBO, MPOSBIIAIOLICE-
Csl, IIPE¥K/IE BCEro, CTOMKMMU HENPOU3BOJIIBHBIM MO-
YeHCIyCKaHHeM THEM MM HOublo (0e3 cBs3U ¢ Bpe-
Kysnenosa A.A. 194100, Caukr-IlerepOypr, yi. Jlutockas, a. 2,

CII6I'MA, xadenpa daxynprerckoii nexuarpuu. Tem.: 8-906-256-43-41;
E-mail: pediatr-kuznetsova@yandex.ru

16

MCHEM CyTOK). O‘leBI/I)IHO, 4YTO TEPpMUH HOYHOM OHY-
PE3 UCIIOJIB3YCTCA MJIA 0003HaUYEHUS HCIIPOU3BOJILHO-
ro MO4YCHCITYCKaH1d BO BpEMA HOYHOI'O CHA.

SIIMJEMHNOJIOTMS HOYUHOI'O DHYPE3A

JlaHHBIE O PACIIPOCTPAHEHHOCTH HOYHOTO DHYpE-
32 CBHJICTCIICTBYIOT O TOM, YTO UMEETCSl OUCHb IIIH-
POKHI1 Uara3oH KoJieOaHUW 4acTOThI ATOTO 3a00Jie-
BaHUA B momysitiuu — oT 2,3 10 28% [10]. B cpeanem,
4acToTa 3Hype3a y jaereit cocraBisieT 7-12%, cpenu
Hux 6osee 40% UMEIOT 3MU30/1bI HOUHOTO dHYpe3a 00-
Jiee OJHOTO pa3a B Heaeno [3].

DTO MOXXHO OOBSICHUTH HEOIMHAKOBOM YaCTOTO 3a-
OoJsieBaHUs y JeTEH pa3IMyHbIX BO3PACTHBIX Tpytil. B
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Hosgoii 3enanauu, CILIA, CkanauHaBHHY 4aCTOTA HOY-
HOTO 2Hype3a COCTAaBJISIET y AeTel cTapiue 3-IeTHEro
Bo3pacta 45%, y nereit 5-nerHero Bo3pacta — 23%,
B 7-netHeM Bo3pacte — 20%, k 10-neTHeMy Bo3pacty
7% neteil cTpanaloT HOYHBIM SHYPE30M, YMECHbBIIASChH
K 15-nernemy Bo3pacty 10 1,5-2% [11], mpu aToM ya-
CTOTa 3MU30J0B HOYHOTO PHYpe3a B TCUCHUE HEIEIN
HE YMEHBILIAETCs, TaK CPEU IeTel 5 1eT MmeHee 3 HO-
el B Hememo uMeroT 55,7% nereit, ot 3 10 6 snm3o-
noB —30% nereit, 7 anm3onos — 14,3% nereid, x 19 ro-
JlaM y TIOJOBHUHBI ATUX MALMEHTOB YacTOTa 3MU30/I0B
coxpaHsieTcsi 0kojo 7 pa3 B Heneno [12].

Hccnenosanus, nposeneHusie B Jlanuu, Mapokko,
Typuun u rocynapcrse CypruHam, oKaszaliu, 4TO 4acTo-
Ta HOYHOTO PHype3a cpenu Aereit 3—4 et cocTaBiseT
24,6%, 5—6 net — 15,7%, 11-12 net — 5,4%. B Typuuu
4acTOTa HOYHOTO AHYpe3a y JeTel B Bo3pacte oT 6 10
12 ner cocramsier 17,5% [13)]. B Upane pacnpocrpa-
HEHHOCTb HOYHOTO SHYpe3a y IeTeil B Bo3pacte ot 6 10
12 net cocraBuseT 5,3%, U3 HuX OoJee MOJOBHHEI Je-
TEl UMEIOT CBBIIIE 3 «MOKPBIX HOue» B Heaemo [14].
ITo manHbpIM HcceOBaHUMN, TPOBEICHHBIX B [ OHKOTE,
C BO3PACTOM YMEHBIIIAETCS YaCTOTa HOUHOTO HHYpPE3a,
HO HE YMEHbIIIACTCS TSHKECTh 3a0oneBanus. Cpenu Jie-
Tel B BO3pacTe 5 JIET paCIPOCTPAHEHHOCTh dHYPE3a CO-
ctraBisieT 16,1%, k 19 ronam oHa ymenbiiaercs 10 2,2%
[12]. B Aukape Tonbko 11-17,2% nereii ¢ sHype3oM Ha-
Onronarotcest Bpadom, 59% U3 HUX MOMYYarT MEIUKO-
MeHTo3Hoe iedeHue [ 13, 15]. B Kurtae nums 6,08% ne-
Tel MOTyyaroT JIeueHUe Mo moBoay sHypesa. Uccneno-
BaHWUsI, poBe/ieHHbIe B KuTae, nmokasaiy, 4to crocoo-
HOCTb KOHTPOJIUPOBATh (PYHKIIMIO MOYEBOTO ITy3bIPsI B
HOYHBIC Yachl y AeTelt 2 et cocrapmsiet 7,7%; k 3 ro-
J1amM oHa moBbImmaeTces 10 53,1% u k 5 rogam 10 93%.
B Bo3pacre 5 net B Kurae nepBu4HbIi HOUHOM 3HYpe3
BoLsiBIEeH Yy 10,4% manbuukoB u 6,6% AeBouek, cpenu
nerett 7-10 net—y 4,9%, (1,2% manpuukoB u 0,5% ne-
Bouek) [12]. DTy nmokaszaresu 3HaYUTEeIHHO HIDKE, YEM B
3anagHbIX crpaHax [ 16]. Ha TaiiBane uactora HOYHOTO
SHYpe3a CpeaH LIKOJILHUKOB COCTaBISET 6,8%, y nereit
6 et — 12,5%, k 12 romam ona ymenbiaetcs 10 2%,
HE HalJICHO OTVIMYMI B PaCIIPOCTPAHEHHOCTH SHYpe3a
CPEeI TOPONICKUX U CENLCKUX kuteneit — 6,2% u 6,9%
COOTBETCTBEHHO [17].

B Poccuu HouHOM 3HYpe3 y aereit 4—5 et BcTpe-
yaerca B 20% ciyuaes, 5-8 ner — 10-14%, B 8-12
aeT — 6—11%, camkasace k 12—15 rogam no 3,0-3,6%
[18]. ITokazaHo, uto y 15—17% nereit CHOHTaHHOE BbI-
3I0pPOBJICHUE HACTYIAET K MOAPOCTKOBOMY BO3PACTY,
TOJBKO y 3% COXPaHSIOTCSI CHMIITOMBI 3200JI€BaHHUS JI0
20 neT. Y B3pOCIBIX YaCTOTa HOUHOTO SHYPE3a COCTaB-
nset 1-1,5%, y sxxenuus — 2,9%, y myxuus — 1,0%
[19]. ¥ Manp4yuKoB HOUHOE HEJIEP:KAHUE MOYHU BCTpPE-

yaeTcs yaiie, yeM y aeBouek [17, 20]. o 9-netHero
BO3pacTa HeT OOJIBIIHNX Pa3IHUUil MEXKIY MATBIMKAMU
U JICBOYKAMH B YaCTOTE HOYHOTO HEJCPIKAHMSI MOYH,
JIEBOUKH CTapiie 9 JieT 3HAaYUTENbHO PEeXe CTPaTaroT
HOYHBIM 3HYPE30M, UeM MaJIYUKH, OTHAKO Tociie 13
JIET pa3iauyusl OMSITh UCUE3AI0T. DHYpe3 Y NeTel, Ha-
XOIAIIMXCS B JoMax pebeHka, BcTpevaercs Ha 20%
yarie, YeM CPeId aHAJIOTUYHOUN BO3PACTHOW TPYIIIIBI
JleTeH, )KUBYIUX goma [21].

[IpakTuyeckuil UHTEpPEC MPEACTABIAET BOIPOC O
TOM, C KaKOT'0 BO3pacTa CYUTATh HEMPOU3BOIBHOE MO-
YEUCITyCKaHUEe BO BpeMs HOYHOIO CHA 3a00JIeBaHUEM.
[Tokazano, 4yto peGeHOK B Bo3pacte 3 JIeT CrocoOeH
YIPaBIISATh aKTOM Modeucnyckanus. OHaKo B 00Jb-
IIMHCTBE CJIy4acB HOYHOE HEJep)KaHNue MOYH paccMa-
TPUBAIOT KAaK MATOJIOIMYECKUN TPOIIECC, €CIU OHO CO-
xpansiercst nocie 4-nerHero [ 18] wim 5-netHero Bo3pac-
Ta [22]. B ciiyuasix, Korna HOYHOM SHype3 COYeTaeTCs ¢
JTHEBHBIM HJIH C JIPYTHMU JH3YPUYECKAMU TIPOSIBIICHU-
SIMU, HEOOXOIMMO 00CIe/IoBaHKe peOeHKa B Oosiee paH-
HEM BO3pacTe, OCKOJIBKY B IAHHOM CIIy4ae YHype3 MO-
JKET SIBIISITHCS] CHMITTOMOM ITaTOJIOT MU MOYEBBIBOJISIIIUX
nyTel v (WIK) CHCTEM MX peryssiuun GyHKuuu [23].

CyliecTByeT MHEHHE, YTO OOJIbIIasi YacTOTa HOY-
HOTO 3HYype3a HAOIIoIaeTCsl y JISTeH B Pa3BUBAIOIIUXCS
CTpaHax, YeM B Pa3BUTHIX CTPaHAX, U B CEMbSX C HU3-
KUM COIMAJIbHO-3KOHOMHYECKUM JocTaTtkoMm [11, 24].
OpHAKO HEJb3sl HE OTMETHTD, YTO B OOJILIIIMHCTBE 00-
CJICZIOBAHHBIX CEMEH, TJIe ACTH CTPAIaId HOYHBIM SHY-
pe3om, 70% uMernu XopoIlnue MaTepruaibHO-ObITOBBIC
ycioBus, a B 30% — ynosneTBoputensHble. Het pas-
JIMYUH B 4aCTOTE HOYHOTO HEJISPIKAHMSI MOYH y JICTEH,
MIPOXKUBAOIIUX B TOPOJIAX U CEIbCKOM MecTHOCTH. O0-
pa3oBaHuE POUTENICH OOBIYHO HE CKa3hIBAIOCH HA Ya-
CTOTE BO3HUKHOBEHUSI HOYHOT'O 3HYPE3a, OAHAKO Yalle
HOYHOUW 3HYype3 BBISBIICH Yy JETEH, YbH MaTepU HMeE-
1 HU3Koe oOpazoBanue [14]. ['pynHoe BckapmIimBa-
HUe peOeHKa, Ooyiee TPEeX MECSIIeB, YMEHBIIACT PUCK
BO3HUKHOBEHHSI HOYHOTO SHYpe3a.

HouHoit 3HYpe3 MOXKET ObITh OJHUM U3 MEPBbIX
CUMIITOMOB TaKUX COMAaTHUYECKHX 3a00JIeBaHUH, KaK
caxapHbli uabeT: mpu 00CJIeIOBaHUU JIETeH C MH-
CYJIMH3aBUCUMBIM CaXapHbIM JIHa0CTOM B BO3pacTe
15 net y 27% nerelr oTMeyanoch HOYHOE HeEAepiKa-
HUE MOYH, IIPU JICYCHUH UHCYJIMHOM 4acTOTa HOYHO-
T0 3Hype3a cHu3uiach 10 7,9% [25].

KITACCUOUKALIMA HOYHOI'O DHYPE3A

Ilo BpeMeHU BO3HUKHOBEHUS pPa3IMyaroT IIE€pBUY-
HbI ¥ BTOPUYHBIA HOYHOU 3HYpe3, [lepBuyHbIil HOU-
HOW SHYPE3 BOHUKAET B pAaHHEM BO3pacTe. BropuyHblil
JMarHOCTUPYIOT B TOM CIIydae, Korjaa peOeHOK mproo-
PEJI HABBIK CaMOCTOATEIBHOIO MOYEHUCITY CKaHHUsL, €CIIU
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y pebeHka HaOmonaics nepuoy 10 3—6 Mec, Korjaa He
OBLJIO SMM30/10B HOYHOTO Hezlepkanust Mour. Yaite netu
CTPaJAIOT IEPBUYHBIM HOYHBIM HEACPKaHUEM MOYH, 10
pa3HBIM OLIEHKaM 73Ta BenuuuHa pocturaet 80% [26],
94% [24]. 1ns nepBUYHOTro HOYHOTO SHYpe3a Hanbosee
XapakTepHa HOYHAs TOJIMYPHS], CHUDKEHHBIN (yHKIIU-
OHAJIBHBIM 00BEM MOYEBOTO MTy3bIPs, HAPYLIEHHE MPO-
Oy»KIEeHUsI BO BpeMsI HOYHOT'O CHA [TPY HATIOJTHEHUU MO-
4eBoro [3]. 3aboeBaeMoCTb BTOPUYHBIM HOUHBIM SHY-
pe3om coctaBiser 20-25% [26]. B 15-20% ciyuaes
HOYHOH SHYpPE3 COUeTaeTcsi C AHEBHBIM HeJep:KaHueM
mouu [20], ato aetu 4,5 net — 15,5%, cpeau aereit 9
net —4,9%. JleBouku 4aiie cTpagaloT BTOPUUYHBIM SHY-
pe3om. B ocHOBe naTorenesa BTOpMYHOTO HYype3a Jie-
AT CTPECCOBBIE CUTYAIMU B CEMbe, TUCHYHKIII MO-
YEBOTO My3bIpsl, 3aI10PbI, UHPEKLIUH MOYEBBIBOASIINX
MyTel, 0OCTPYKTUBHOE AlTHO? BO BPEMsI HOYHOTO CHA,
nuabet. [lonoBrHa Beex cllydaeB BTOPUYHOTO SHYpe3a
BO3HHUKAET y AeTel B Bo3pacte oT 2 A0 4 JieT u crap-
ure 12-netHero Bo3pacta, yacto Ha (hoHe OOJIe3HH HITH
cTpecca [27]. Otu nposiieHus yaiie HaOIoIaTCs y
peOeHKa, pOsKAEHHOTO epBbIM B ceMbe. C BO3pacToM
YMEHBIIAETCS YaCTOTa HEPBUYHOTO HOYHOTO SHYpPe3a 1
YBEJIMYMBACTCS KOJIMYECTBO JIETEH, CTpaJlatolX BTO-
PUYHBIM HOYHBIM HEJepP’KaHUEM MOYH.

B 3apy0exHoil nmuteparype BcTpedaeTcsi TepMUH
«Monosymptomatic bedwetting» — monosymptomatic
nocturnal enuresis — MOHOCUMIITOMHBIH HOYHOH SHY-
pe3 u «Polymptomatic bedwetting» — nonmonosymp-
tomatic nocturnal enuresis — HEMOHOCHMIITOMHBIH
HOYHOH 3HYpe3. MOHOCUMIITOMHBI HOYHOU 3HYpE3
XapaKTepU3yeTCsl MU30aMH HOYHOTO HelepiKaHUsI
MOYH C OTCYTCTBHEM THEBHBIX CHMIITOMOB HapyLIEHHS
MoOueHcCIycKaHus u Bcrpeyaercs y 43% [28],y 59,4%
neteii [23]. HeMOHOCMMIITOMHBII HOYHOH SHYpe3 Xa-
paxTepu3yeTcs AHEBHBIMH CUMIITOMaMHU PACCTPONCTB
MOYEHCITYCKaHUs, €r0 YacToTa cocTaBisieT 57% [28].

OCHOBHBIE I'MITOTE3bI IATOI'EHE3A
HOYHOI'O PHYPE3A V JIETEN

HNmeercs mupokuil CeKTp B3IJIAIOB HA 3THO-
JIOTHIO W MATOreHe3 HOYHOro »Hype3a. 3aboineBae-
MOCTb HOYHBIM 3HYpPE30M HOCHUT HacJIeJICTBEHHBIN
xapaktep. BpIsBI€HO, 4YTO HacieloBaHUE MPOUCXO-
JIUT MO ayTOCOMHO-IOMUHAHTHOMY Tumy [29, 30].
Haiinens! rensl, MyTalus KOTOPBIX IPUBOIUT K pas3-
BHUTHUIO HOYHOTO 3HYpe3a; Enurl pacronoxeH B peru-
one 13q13-q14.31, Enur2 nHa xpomocome 12 B peru-
one 12q13-g21. Enur3 B 22q. CuuTaior, 4To OTBET-
CTBEHHBIE 33 dHYpE3 IeHbl JOKATU3YIOTCA Ha XPOMO-
comax 4p,8 q, [31, 32]. I'en, oTBeTCTBEeHHBIN 32 BO3-
HUKHOBEHHE NTEPBUYHOTO HOUHOI'O dHYpe3a, JOKaJH-
30BaH Ha 4p16.1 [29, 30]. Ouype3 nposiBisiercs ot 40
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[15] mo 75% neteit [22], neTei u3 cemelt C OTATOIICH-
HOW HacJeJCTBEHHOCTBIO 110 dHYpE3y IO CPaBHEHHUIO
¢ 25% [15] y nereit KOHTPOIBHOM IpynIbl. Y MOHO-
3UTOTHBIX OJM3HEIIOB HOYHOM SHYpe3 BCTpEeYaeTcs B
68%, y reTepo3UroTHeIX — B 36% ciyuyaeB. Y Maibuu-
KOB MOHO3UTOTHBIX OJIM3HEIOB 3Ta BEJIMYMHA JIOCTHUT A~
et 70% no cpaBHeHHo ¢ 31% y reTepo3uroTHeIX OU3-
HeroB. Cpenu J1eBOYEK HEeT JOCTOBEPHBIX OTIIMYMN B
YacTOTe BCTPEYAEMOCTH: OHa BbIsABIEHA Y 65% neBo-
YeK MOHO3UTOTHBIX OJM3HEIOB U y 44% neBoyek re-
TEpO3UTOTHBIX OnM3HenoB. Eciin oguH U3 ponureneii B
JIETCTBE CTpasial HOUYHBIM 3HYype3oM, To y 40% nereit
BO3MOKEH HOYHOM 3HYype3, €CIIM MaTh U OTell CTpaja-
JIM HOYHBIM 3HYPE30M, TO BEPOSITHOCTH 3a0051eBaeMo-
CTH yBennuuBaeTcs 10 77% 1o cpaBHeHuo ¢ 15% npu
OTCYTCTBHH OTATOILEHHOH HACIEICTBEHHOCTH 110 HOY-
HOMY 3HYpe3y [32]. Puck pa3sutus sHypesa y pedeHka
cocTaBiisieT 39,6%, ecau oTell B ASTCTBE UMEN HOYHOM
SHYpE3, €ClIM MaTh CTpajiaja B JETCTBE HOYHBIM JHY-
PE30M, BEPOSITHOCTD €ro0 BOSHUKHOBEHHS y peOeHKa Co-
crasisiet 42,1%, y cubcoB 3a00J1eBa€MOCTb JIOCTHUTA-
eT 62,9% [14, 24].

[NCUXOHEBPOJIOI'MYECKHME OCOBEHHOCTH
JIETEM C HOYHBIM PHYPE30M

Kak oTMeuasnocs Bblllle, 0HY U3 IPUYMH HOYHOTO
SHype3a BUJAT B HAPYLIEHUU CO3PEBAaHUS LIEHTPab-
HOU HEpBHOM CHCTEMBI Y peOeHKa, U3yUeHHIO 0COOEH-
HOCTEH JIMYHOCTH U TCUXOJIOTHYECKOTO CcTaTyca Je-
Tel ¢ HOYHBIM PHYPE30M MOCBAIEHO MHOTO HCCIIEN10-
BaHui. [Ipu uccnenoBanuy IMYHOCTH OOJIBHBIX HOY-
HBIM 3HYpPE30M YacTO IOJy4Yald B3aUMOUCKIIIOYAIO-
M€ TCUXO0JIOrMYecKHe XapaKkTepuCcTUKU. CUHTAlOT,
YTO OHU HE OTIIMYAIOTCSI 110 MTOBEJICHUIO OT CBOUX CBEP-
CTHUKOB. OIHAaKO €CJIM MPOSABIEHHSI HOYHOTO SHYpe-
3a 3aTATMBAIOTCA K OAPOCTKOBOMY BO3PACTy, 4aCTO-
Ta HEBPOTHUYECKHX PACCTPOMCTB Bo3pacTaeT. [1o mepe
aJlanTalny K cBoeMy 3a00JIeBaHUIO, IPH a1€KBaTHOM
PEaKIMu CO CTOPOHBI OKPY’KaIOIINX, 0COOEHHO POAH-
TeJe, CyleCTBYeT BO3MOKHOCTh YMEHBIIUTH Pa3BU-
THE TICUXOJIOTHYecKoro nuckomdopta [30].

Jletn ¢ mepBUYHBIM HOYHBIM 3HYPE30M HMEIOT
OoJIblIIe IIAHCOB Ha BBI3ZOPOBIICHHE K MTOJPOCTKOBO-
MY BO3PAaCTy, YeM JIETH C BTOPUUYHBIM HOUHBIM SHYpE-
3oM. Bosblias yactoTra MCUXOIOrHYECKUX MPoOIeM
BBISIBJIEHA Y JIeTEll C BTOPUYHBIM HOYHBIM SHYPE3OM,
9YTO 0COOCHHO BBIPAKEHO B IMOIPOCTKOBOM BO3PACTE.
VY nereii Takoro ke BO3pacTa ¢ NepBUUHON (HOPMOit
9Hype3a He 0OHAPYKEHO MOAOOHBIX OTIHYHH.

[To mannbiM A.A TI'aBpuiunoii (2001), y aereli ¢
HOYHBIM SHYPE30M BBISIBJIEHbI CXO/IHbIE JINYHOCTHBIE
0COOCHHOCTH HE3aBHCHMO OT XapakTepa OpraHuye-
CKOW OCHOBBI BO3HHMKHOBEHHUs 3Hype3a. JleTu ¢ sHy-
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pe3oM, Kak IpaBuiio, COLMAIBHO aanTUpoBaHbl. OHH
HMMEIOT HU3KYIO TPEBOKHOCTbD, BEICOKYIO CTEIIEHb I10-
TPeOHOCTH COOTBETCTBHUS COLMATILHBIM CTEPEOTHIIAM,
BBICOKYIO SKCTpaBepTUPOBAaHHOCTH [33].

B 25% ciy4aeB B oCHOBE 3HYype3a jiexar HapylleH-
Hble BHYTpUCEMEWHbIE KOHTAaKThl B pAHHEM BO3pacTe,
0COOCHHO MeXay Marepbio u pebenkoMm [34]. Tpethb
JIeTel MepBhIX 6 JIET )KU3HU UCIBITHIBAIN COCTOSIHHUE
CEHCOPHOH M COLMaJIbHOM IeNPUBALIH, KOTOPOE MPO-
SIBJISUIOCH B KOPOTKOM ITEPHUOJIE TPYHOTO BCKapMJIIUBa-
HUS, pa3pblBOM C MaTephIO Ha MEPBBIX MeCsIax XKHU3-
HU, Pa3BOJl pOAUTENEH, KOH(QIUKTHI U CCOPHI B CEMBE,
CMEPTH OJTHOTO U3 POUTEINIEH, POXKIEHHE BTOPOTO pe-
OeHka. MHoOrHe mMatepu AeTeil 7 JeT 4yacTo CBs3bIBa-
JI1 BO3HHUKHOBEHHE HOYHOTO SHYpE3a C pa3IMuHbIMU
COOBITHSMH B UX JKU3HH: 3TO MOIJIO OBITH POXKIEHHE
Jpyroro pedeHka, N3MEHEHUE MeCTa MPO>KUBAHUS HITH
JpyTue crpeccoBble cuTyanuu. Hapymenus nosene-
HUS Y JIeTell ¢ HOYHBIM SHYpPE30M ONMCAHBI CO CJIOB
poauTeneii, yame 3ToO MOXKHO ObLIO BBISIBUTD y JeTei
7 €T U B MEHBIIEN CTENEHN 5 JIEeT, B OONbIIEH CcTe-
[IEHU ATO MPOSBISETCS y JeTel C BTOPHYHOU (hOopMOi
sHype3a. Habmronaemble y HEKOTOPBIX JIETeH HEBPOTHU-
YECKHE HapyIIEHUsI BO MHOTOM SIBJISIIOTCS CIIEJCTBH-
€M HOuHOro 3Hype3a. Y 80% nereil ¢ HOUHBIM 3HYpe-
30M OTMEYAIOTCSI SMOLMOHAIbHAs JIAOWIBHOCTD, 3a-
HUKEHHas caMOOIleHKa, 45% nerelt cCuuTaroT, 4To X
He JII00AT, 36% — UCIBITHIBAIOT YYBCTBO OIMHOYECTBA,
20% — HEyBEepEHHOCTb B cebe, 4acTo KOHQIIMKTYIOT CO
CBEpCTHUKAMH, OBIBAIOT 3aMKHYTBIMH, 12% — arpec-
CHBHBI, YTO TpeOYeT NCUXOIOTHIECKON U MEJUKAMEH-
TO3HON KOPPEKLNHU TaKUX NalueHToB [35].

[loBenenue aTHX eTel THEM UMEET 3HaUNTENbHbIE
HM3MEHEHHS B SMOLMOHAILHO-BOJIEBOM cepe. [[Bura-
TeNbHas aKTUBHOCTb Y HUX XapaKTepU3yeTcsl MeJIH-
TENBHOCTBIO, BSAJIOCTHIO, 3aTOPMOXKEHHOCTBIO JTHO0
Yaile CyeTIMBOCTBIO, 3HAYUTEIbHBIMU KOJICOAHUSIMH
B TEUEHHE JHS, BSUIOCTBIO C yTpa, NIPUCTYIIAMHU COH-
JIMBOCTH B TEUECHHUE JTHS U KpallHUM BO30YKJICHUEM B
BeuepHHUe yachkl. OTMeYaeTcsl TakKe CHU)KEHUE TOH-
KO KOOpAMHALMU BUKEHUH, HEIIOBKOCTb, YTO CITy-
JKUT HEPEJIKO NPUYMHON HacMellek cBepCcTHUKOB. Co
CTOPOHBI HEBPOJIOTMYECKOT'O CTAaTyCa T€ WIN UHBIE OT-
KJIOHEHUSI MOXKHO OTMETHUTh B 94,5% ciyuaes. Y ne-
Tell C SHYypEe30M Yallle BBIABISAIOT pa3IMyHbIe IPOsBIIe-
HUS AUCYHKLIUH TOI0BHOTO Mo3ra [36]. Hapymenus
IMOLMOHATILHO-BOJIEBOH c(pepbl BBIPaKalOTCsl B H3Me-
HeHuu BieyeHud B 49,1%, adhexTUBHBIX HApyLICHU-
sx — B 16,8%, HOuHBIX cTpaxax —B 19,7%. K Hapyme-
HUSIM BII€UEHUN OTHOCSTCS MOBBILICHHAS XKaX1a, U3-
MEHEHHUS allleTUTa, a TAK)KE BPEAHbIE IPUBBIYKU KaK
(hopMbI ICHXOMOI00HOTO MOBeACHUs. BakHbIM KITH-
HUYECKHUM MPOSABICHUEM HapyILIEHHUs SIMOILIOHAIBHO-

BOJICBOM C(pephI SIBIIICTCS HEAJICKBATHOE OTHOIICHUE
K cBoeMy jiepexty. Y neTeit ¢ HOUHBIM SHYPEe30M Ipe-
o0JaaeT HeraTuBHAs SMOILIMOHAIBHAS PeaKius Ha 00-
ne3Hb. Cpeau pomuteniell neTei, 0OJbHBIX HOYHBIM
SHYPE30M, Oe3pas3IMyHOE OTHOIICHUE K HENlYTY peOcH-
Ka BbIsABIEHO Y 21,8%, akTUBHOE 'KeJIaHUE BBUICUUTH
pebenka —y 69,1%, Herepriumoe otHomeHue —y 9,1%
[37]. Y yacTu neteii ¢ sHype30M BBISBIEHA 331€piKKa
pa3BUTHS, KOTOPasi MOXKET MPOSBISITECS B TPYAHOCTH
oOyueHwust 9yTeHuto, nusnekcuei. Y 40% nereit ¢ HOU-
HBIM 3HYPE30M BBISBJICHBI IICUXOCOIHAIBHBIE MTPO-
onembl [10]. Bonbias yactora HOYHOTO HEIEPIKAHUS
MOYM OTMEYEHA y JeTel C pa3IMYHON CTEIEHBIO Ha-
pyuenus unresuiekra B 40-44%. Cpeau aereit ¢ pas-
JIMYHOU CTENEeHbI0 MUCOYHKIIMA MO3Ta Yalle BCTpe-
Yal0TCsl CUMIITOMBI HOUHOTO AHYpe3a [38]. OnHako He
BCEMU aBTOpPaMH Pa3JIeIIIeTCs ATa TOYKA 3PCHUS, CUH-
TAIOT, YTO OOJIBIIIAS YACTh JICTEH C HOYHBIM YHYPE30M
HE UMCIOT HapylIeHUI WHTeIUIeKTa. B rccnenoBanu-
ax A.A. I'aBpumnoii (2001) mokasaHo, 4To y jeTeit ¢
SHYPE30M UMEIOTCS 3aTPYAHEHUS B TPUOOPETCHUH Cca-
MOCTOSITEIILHOCTU. B CeMbsIX JieTe ¢ HOUHBIM DHYPe-
30M Mpeo0IIaacT BOCIUTAHKE 110 THITY THIIEPIIPOTEK-
[IUH, 110 TIOPSIIKY POKICHHS OHH YaCTO OBIBAIOT MJIJI-
IIMMHU WM €IMHCTBEHHBIMU B ceMbe [33]. YenentHoe
JICUECHUE Y YaCTH JIETEH ¢ HOYHBIM SHYPE30M IPUBO-
JIUT K TOBBIINICHUIO CAMOOIIEHKH, OJTHAKO HU3Kasl ca-
MOOIIEHKA MOXET OBITh BTOPUYHA JICHCTBHIO XPOHH-
YECKOr0 CTPECCA, CBSI3aHHOTO C HOYHBIM SHYPE30M, U
HE SIBJISICTCS TPUYUHON CUMITTOMOB HOYHOTO SHYpe3a.

COCTOSHUE CHA V JETEN C HOYHbIM
OHYPE30OM

[TockonbKy HOYHOM 3HYpe3 HabmomaeTcst BO CHe,
W CCIIEZI0BATENN, HAYMHasl C IPEBHUX BPEMEH U 110 Ha-
crosiniee BpeMs [39—42], nbITaroTcst OObSICHUTh DHY-
pe3 maroyorueil cHa. HaGmioneHust Ha mpoieccom
MOYEHCITyCKaHHUs B IPOLIECCE TOCTHATAIBHOIO Pa3BU-
THUS IeTei BO BpeMsi OOIpPCTBOBAHUS M BO BPEMs CHa
noka3zanu, 4to 36% 310pOBBIX HOBOPOXKAECHHBIX J€-
Tel MpOChINaloTCs Mepel MOYeHUCITycKaHueM, y 64%
HOBOPOXKJIEHHBIX OTMEYAETCsl MOYEHUCITyCKAHUE B I1e-
pHoz OBICTPOro CHA, YTO COMPOBOXKAACTCS IBHKEHU-
eM Teina, n3MeHeHueM OOl yacTOThI CepeUHBIX CO-
kpaiueHui [43]. Hapymenus cHa MOTYT IPOSIBIATHCS
B BUJIE HAapYyIIEHUS 3aChIIIaHus, [IPOLEcca CHa U MPo-
oyxnaenust [39]. [1o nanubim A.I1. T'onsbuna, y 93,5%
JIeTel, CTPaAaoIX HEMPOU3BOIBHBIM MOYEHCITYCKa-
HUEM HOYbIO, BBISBIISIOTCS H3MEHEHHMS POLIECCOB 3a-
CBITIaHHs1, CaMOro CHa U poOysxaeHus1. Hapymenus 3a-
CBINaHUsA 3aKJII0YAIOTCS B YAJIMHEHUH NIEPUOJIA 3aChl-
nanus y 14% neteii ¢ HOUHBIM SHYPE30M JI0 HECKOJIb-
KHMX yacoB. OHM He XOTAT YKJIaAbIBaTbCs B MOCTEIb,
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VIUIMHSIOT [POLIEAYPY 3aChIIaHus YTEHUEM, pacCKa3a-
MU. BO3MOKHO yKOpOUSHHE MTEPUO/IA 3aChINAHUS (MOJI-
HHUEHOCHOE 3aChllIaHue, KOT/Ia COH HACTYIAET 3a y>KU-
HOM, BO BpeMsl pa3roBopa). Hapyiienue cHa nposiBiisi-
€TCs B HECKOJIbKUX (hopMax; 10 HEKOTOPBIM JIAHHBIM,
yaine 31o nryookuii con [39], korna O0NbHON MOYTH
HE JBHUTAeTCsl, ero HEBO3MOXHO Pa3OyauTh U OH, 00-
MOUMBIINCH, HE Tpockinaercs, y 33% nereil Takoi
COH ObIBaeT MEPUOAMYCSCKU. YCHIIUS POAUTENICH pa3-
OyauTh peOCHKA YacTO 3aKAaHYUBAIOTCS TEM, TO MOJY-
COHHBIH PEOSHOK JJOXOUT «IIPH MOIICPKKEY JIO Tya-
JIeTa, OMOPOXKHSISI MOYEBOM My3bIPb, TAK U HE MPOCHI-
naerca. Y 17,9% nereit HOUHOM SHYpe3 uepenyeTcs
¢ anm3oaMu coMHaOym3ma. Broughton (1968) Ben
tepmuH «disorder of arousal», cunras 3TO IJIaBHOI
NPUYMHON HOYHOTO HeaepxkaHus mouu. Hapyienue
IPOOYKICHUSI IPOSIBIISIETCS B 3aTPYIHESHUU [TPOSICHE-
HUA co3HaHus B 28% cirydaeB, UTO MOKET MPOBOLIU-
pOBaTh SMU30AbI HOYHOIO IHYpE3a y JUll, HE UMEIO-
LIUX B aHAMHE3€E CIIy4aeB HOUHOTO HEeJIEP:KaHUs MOUH,
[IPU UCIIOJIb30BAHUM Y HUX BOAHOU Harpy3ku. Hapy-
LICHHS TIPOIECCa CHA U TPOOYKICHHUSI CBS3aHbI C MH-
KPOCTPYKTYPHBIMH U3MEHEHUSIMU B OOJIACTH THITOTA-
namyca. 3ajiepKKa CO3peBaHus 3TOUM 001aCTH TIPUBO-
JUT K HAPYIICHHUIO MPOOYKICHUS, KOHTPOIIO MOYCH-
CIIyCKaHUs y JieTel BO BpeMsl HOYHOTO cHa [44]

Pazpabotka Teopuu (azHo-CTaguiiHON OpraHu3a-
1y cHa ((haza MeIJICHHOTO CHA C XapaKTePHBIMU TIPO-
sieHusimi 1, 11, 11, IV cr. u daza OpicTporo cHa), 11u-
KJIMYECKasi CTPYKTYpa CHa CO37[alia OCHOBY Juist (pru3no-
JIOTUYECKOTO U3YyUCHUS CHA U JJI KIMHUYECKOTO aHa-
nu3a (a3 cHa [45]. BeisiBiieHa B3aUMOCBSI3b HETIPOU3-
BOJILHOTO MOYEHUCITYCKaHUs ¢ JIeKTpornourpaduye-
CKHMH, MOBEICHYECKUMHU U BEr€TaTUBHBIMHU MPOLIECCa-
MU CHa y JieTell ¢ HOuHbIM 3Hype3oM. DI B 62% ciry-
4yaeB y OOJIBHBIX SHYPE30M BO BpeMsi OOAPCTBOBAHUS
He u3MeHeHa [39], xoTs y ieTell ¢ nepBUYHBIM HOUHBIM
HeJep>KaHUEM MOYH Yallleé MOXKHO BBISIBUTH MPU3HA-
K¢ TUCHYHKIIUU MO3Ta B BUJIC TAPOKCU3MAIIBHOM aK-
TUBHOCTHU, CBUJETEIbCTBYIOLIUE O MOPAKECHUU TUIH-
nedanbHbIX CTPYKTYp [46]. Y "acTu neTeii ¢ HOYHbIM
SHYPE30M BO CHE UIMEIOTCS 3HAYUTEIbHBIC OTKJIOHECHUS
Ha D3I [47]. BepoATHOCTb MOSBICHUS HEITPOU3BOJIb-
HOTO MOYEHUCITYCKaHUs OKa3ajach HanOoJee BEICOKON
B I cramuu caa 31% u B IV craguu — 29,8%, HECKOJIb-
ko Mmenbluei B 11 — 26,7% u HauMeHblIeii BO BTOpoit
craguu 12,2%, 3HAYUTEIHHO YAl N30/l HOUHOI'O
sHype3a B 64,7% oTMevaroTcs Ha IpaHuLe CTauil CHA
[39]]. IlosiBnEeHrE CUMITTOMOB HEIIPOU3BOJIILHOTO MO-
YEHCITyCKaHMsI BO CHE MOTYT HAOIIOIAThCs B OO0
(hbaze HouHoro cHa [48].

C yuetom nu3MeHeHni Ha O] IpUHATO BBLAETATH 3
THUIa HOYHOTO AHYype3a. [lepbiii Tur (1) xapakrepusyer-
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cs IosiBJIeHreM oTBeTa Ha DI Tpy HaroJIHEHUH MoYe-
BOTO ITy3bIPs ¥ CTAOMIIbHOM LIICTOMETpOrpamMmMoii. Bro-
potii Tur HouHoro SHype3a (11a) xapakrepusyercs Ooiee
TSOKEJIBIMH HapYyIICHUSMHU TIPOOYKJICHHUS, TIPU HAITOJI-
HEHMU MOYEBOIO ITy3bIpsl OTCYTCTBYET OTBET Ha DOl
IPU 3TOM CTaOMJIBHOW LIUCTOMETpOrpamMmoi. Bropoii
tun (1Ib) oOyciioBnen HeliporenHoM qucyHKIUEH MO-
YeBOI'0 Iy3bIpsi, HECTAOMILHON LIMCTOMETPOrPaMMOi
TOJIBKO BO BpeMsi cHa, 0TBeT Ha D3I orcyTcTByeT [49].

Hcxons u3 npencTaBieHui, 4TO JI€TH C HOYHBIM
SHYpPE30M UMEIOT OoJiee nTyOokuii coH [S0], cunraror,
4TO (PU3UOIOTUUECKUN CMBICI HEITPOU3BOIBHOTO MO-
YeHCITyCKaHHsI BO CHE COCTOUT B €0 POJIM KOMIIEHCA-
TOPHOTO MEPEKIIIoYaTeNIs CTaAUN CHA, OTPAXKAIOIIETO
CaMOpETyJIMpPYOIINe CBONCTBA MO3Ta IIPY HApyILIEHUN
LIUKIMYHOCTH cTaauid. He Bce uccnenoBarenu pasze-
JISIFOT TOYKY 3PEHHMS CBSI3M IIIyOMHBI CHA C HEMPOMU3-
BOJIbHBIM MOYEHCITYCKaHHUEM BO CHE, CUUTAs], YTO HOY-
HOU 5HYpEe3 MOXKET BCTPEYaThCsi HE TOJBKO B JIHO0OM
CTa/INY CHA, HO U HE3aBUCUMO OT TIIyOUHBI cHa [51].

HouHoti 5HYpe3 yacTo CBA3BIBAIOT C 00CTPYKTHUBHBI-
MU paccTpoiicTBaMU JbIXaHUs BO Bpemsi cHa [52, 53]. ¥V
1-3% Bcell momysILKK BO BpeMsi HOUHOTO CHA OTMeya-
€TCsI CHHPOM aItHO3. B KimmHM4eckoil kapThHE, TOMU-
MO Xpara, HaToJ0rMYeCKOM TBUTaTeIbHON AKTUBHOCTH,
BO CHE YacTO MMEIOT MECTO SMH30/1bl HOYHOTO SHYpE3a.
[TprurHaMy CHHIPOMA aITHO? MOMKET OBITH OOCTPYKLIUS
Ha ypOBHE HOCOIJIOTKH B pe3yJbTaTe MaToJIOTUHU Opra-
HOB yXa, FOpJia ¥ HOCA M MaTOJIOTHs CTBOJIOBBIX 00pa-
30BaHUI T'OJIOBHOTO MO3ra. AITHO? BO BpeMsi HOYHOTO
CHa, IOMHMO THIIOKCHH MO3ra, CIIOCOOCTBYET CHUKE-
HHIO CEKpelMy aHTHInypeTnieckuii ropmon (A/Il) B
HouHbIe yachkl. [lokazaHo, YTO BOCCTAaHOBJIEHHE BEpPX-
HUX JIbIXaTeJIbHBIX IyTeH 1mocie 00CTPYKIMHU CIIoco0-
CTBYET MCUE3HOBEHMIO CHHJIPOMA altHO? U yYMEHbLIIe-
HUIO PUCKA BO3SHUKHOBEHHS SITU30/10B HOYHOTO SHYpe-
3a'y 50-76% pnereit B Bozpacte 3—19 ner nocnue mpo-
BE/ICHUS a/IEHOTOH3WIIDKTOMUH, ITPU 3TOM HET pa3iu-
YU y TAIIMEHTOB C MEPBUYHBIM U BTOPUYHBIM HOYHBIM
sHype3oM [54-56].

YPOJIOTUYECKHUE ACITEKTBI HOYHOI'O
OHVYPE3A

Cpenu yponoruueckux 3a00JieBaHUM, UMEHOIINUX
OTHOLLIEHHE K BO3HMKHOBEHHIO HOYHOIO 3HYpe3a y
50% pnertelt paccTpoiicTBa MoueHCITyCKaHUs (hOpMHU-
PYIOTCSI IpEHATaIbHO U MPOTPECCHPYIOT B MOCTHA-
TanbHOM Tepuoze [57]. JleTu ¢ HOUHBIM SHYpPE30M B
54%-80,5% cny4yaeB MpeabsBISIOT )KaJ00bl Ha KIIH-
HUYECKH SIBHBIE PACCTPOHCTBA MOYEHUCITY CKaHHUS. YPO-
JUHAMHUYECKUeE NCCIIeI0OBaHUs IOKA3bIBAIOT, YTO HA-
Oosiee 4acTo y JieTel ¢ HOYHBIM HYpPE30M BCTpEUaeT-
cs1 runeppedreKTopHas JUC(yHKIUS MOYEBOTO ITy3bI-
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ps. B 2004 . MexxayHapoJHbIM 00IECTBOM IO Yaep-
xanuro Moun y nereit (ICCS) BBeJIeHO OHATHE «TH-
[I€PAKTUBHBIN MOUEBOM My3bIpbY» DTO COCTOSHNE HaH-
0oJiee pacpoCTpaHEHHO Yy JieTeil B Bo3pacT 4—7 Jier,
MOKa3aHO, YTO Y Ka)KA0TO ISITOro pebeHKa MOXKeT Ha-
OmromaeTcs nogoOHast IucyHKIUSI MOYEBOTO ITY3bIPSL.
XapakTepHbIM CHMITOMOM I'MIIEPAKTUBHOTO MOYEBOTO
ITy3BIps SIBJISAETCS BHE3AITHOE NMIIEPATUBHOE KeJIaHHe
OMOPOXKHUTh MOYEBOH My3BIPb, KOTOPOE HEBO3MOXK-
HO OTJIOXKHTb, TP ITOM HEJEpKaHUE MOYH SIBJIAETCS
BO3MOJKHBIM, HO HE 00s13aTeIbHBIM cUMITOMOM. J{u-
arHo3 « THIEPAKTUBHBII MOYEBOH My3bIPb)» IPABOMO-
YeH [PH OTCYTCTBHU NOATBEP>KICHHON HH(PEKIMU MO-
YeBBIX MyTeH MM KaKOH-TH00 APYroi OpraHuyecKou
natosioruu [57]. BersiBneno, uto 'y 73% nereii ¢ any-
pe3oMm Ha 15% cHmkeHa (QyHKIMOHAJIbHAS EMKOCTb
MoueBoro my3bips [58]. [log ¢pyHKIMOHATEHON eMKO-
CTBIO MOYEBOT'O Iy3bIpsI IOHUMAIOT 00bEM MOYH, KO-
TOPBIA MOXKHO y/I€p>KaTh B MOYEBOM ITy3bIPE /10 MOSIB-
JIEHWsI TI03bIBa HA MOYEHCITyCKaHHE. YPOJIOrHuecKHe
HCCIIEZIOBAHUS YKa3bIBAIOT HA 3aBUCUMOCTh EMKOCTH
MOYEBOTO ITy3bIpsS OT BO3pPAacTa, BhIBEJCHA (opmya
JUIs pacyeTa HOpMaJIbHOW eMKOCTH MOYEBOT0 ITy3bIps:
y neteit 1o 12 net GpyHKIMOHaIBHASI EMKOCTH MOYEBO-
To My3bIpsl paccuuThIBaeTcs o Gopmyse: [30 + (Bo3-
pact B rogax % 30)] ma. EMKocTh MOYEBOTO My3bIps B
HOpME MOXKET OBbITh paccunTana o gpopmyie Kodda:
MaKCUMaJbHbIH 00beM Moueucnyckanus (MOM) =
30 x (Bo3pact + 1) (mu1). Dopmyra BepHa TOJIBKO 0€3
ydeTa nepBoii yrpennei nopuuu mouu. MOM cuuta-
€TCsl CHHPKEHHBIM, €CJIM OH COCTaBIIseT MeHee 65% oT
(YHKIMOHAJILHON EMKOCTH MOYEBOTO ITy3bIpsl, 00BEM
MOUYEHCITYCKaHUS CUUTAETCSl YBEITMUEHHBIM, €CIIH OH
cocrasnsier 6onee 150% ot ykazanHoi emkocT. CHU-
XKeHue Ha< 65% sBIsIeTCs] MPOrHOCTHYECKUM (haKTo-
POM HEYOBJIETBOPUTEILHOTO OTBETA HA JIECMOIIpEC-
cuHa auerar [59]. BolsiBieHne HOYHOM NOJINYPUHN TaK-
K€ OCHOBAHO Ha OLIEHKE eMKOCTH MOUYEBOTO Iy3bIps:
o0beM HouHOH Mouu (He > 130% or MOM) moxet
OBITH paccunTad Mo (opmysie: HOUHOH 00bEM MOYH
=20 x (Bo3pact +9) [28]. Y yacTu nanMeHToB ¢ HOY-
HBIM 9HYPE30M IOKa3aTelu ypPOJUHAMHUKH B MEPUONT
00IpCTBOBAaHUSI MOTYT HAXOAUTBCSA B MpEAeiIax HOp-
MBI, BO Bp€Msl HOUYHOT'O CHa Y HEKOTOPBIX U3 3TUX Jie-
TeH BbIsIBIeHA HU3Kas ()YHKUMOHAIbHAS EMKOCTb MO-
4yeBoro my3bips [28, 58, 59]. Ilokazano, uto y nerei
C DHYpE30M COKpallleHHE JIeTPy30pa B HOYHBIE YaChl
MIPOMCXOIUT MIPU MEHbILIEM 00bEeMe HAIlOJHEHHUS MO-
YEBOTO ITy3bIPsI, YTO 0OYCIOBIMBAET €r0 HU3KYIO HOU-
HYO (YHKIIHOHAIIbHYI0 eMKOCTb [60]. Bo3M0oXxHO CHU-
YKeHHasi HouHas QyHKIMOHAIbHAsI eMKOCTb MOYEBOT'O
ITy3bIpsl — MOCIIEACTBHE, @ HE NMpUUKHA dHype3a. [lo-
MHMO HapyUIeHWs WHHEPBALlUU, IPUYMHAMHU THIIEp-

PEaKTUBHOCTU MOTYT OBITh 3a1I0OPbI, HHPEKIMH HUXK-
HUX MOYEBBIX IyTei ot 1 mo 16% [61],

HAPYIIEHHME HUPKAZAHOI'O PUTMA
CEKPELIUU AT

VYBenuueHne CKOpOCTH Mo4eoOpa3oBaHMsl HOUBIO
MOKET CITYKUTb OJJHUM M3 (PAaKTOPOB HOYHOTO SHYpe3a.
N3BecTHO, 4TO B HOPME HOUBIO 00BEM 00pa3yFOIIEeHCs
MOYH 3HAUYUTEIILHO MEHBIIE Y ACTeH U B3POCIIBIX, UM
JHEM. DTO 00yCJIOBJICHO TEM, YTO HOYBIO BO3PACTAIOT
cekperust AJIL, peaGcopOrwist Bobl v 00pa3yeTcsi MEHb-
i 00beM, Ho 00JIee OCMOTHYEKH KOHIIEHTPHPOBAHHOM
Moun. Cpeay NpUYHH yBEJIMUSHUS] MOYe00pa30BaHus B
HOYHBIE YaChl MOTYT OBITh PACCMOTPEHBI JIBE — YMEHb-
HICHWE CEeKpelru TMIOopH30M aprHHUH-BAa30IIPECcCcHHa
6o oOpa3zoBaHue B CAMOM IMOYKE BELIECTB, MPEISIT-
CTBYIOLMX €ro JACHCTBUIO. B OOJBLIMHCTBE CityyaeB
OCHOBHBIM peryisatopom nuypesa siisiercst AL, ero
CeKpeLusl THEM HIKE, OHa OIpeleNsieTCsl BOIHBIM pe-
JKMMOM. B yCIIOBHSIX TaTOIOrMY BO3MOYKHBI YBEJIHUCHUE
MO4Ye00pa30BaHMs HOUBIO M HEPOH3BOJILHOE MOYEHCITY-
ckanue. [lomyuuna pacripoctpaneHue TurnoTesa, corac-
HO KOTOPOH HOYHOH 3HYpe3 0OyCIIOBJICH H3MEHEHUEM
LUPKAIHOTO PUTMA CEKPELIMH apTHHUH-BA30IIPECcCHHa
TI0 CPaBHEHUIO C APYTUMU ropMoHamH [ 7, 62, 63]. dak-
TOPaMH, OT KOTOPBIX 3aBHUCHUT CEKPELIUsI ITOT0 TOPMOHA,
CJIy)Kar BOJHBIN OallaHc, 00beM KPOBU B COCYJax, €
OCMOJISUTBHOCTD M MHBIE TIPHYHMHBI, CIIOCOOCTBYIOIINE
M3MEHEHHIO CEKPELMH Ba3OIIPECCHHa, B YACTHOCTH Ce-
Kperys MenatonnHa. OHy U3 PUYMH HOYHOTO SHype3a
BUJIAIT B HAPYILICHUH [IUPKAJIHOTO PUTMA CEKPELIU Me-
JIATOHMHA: [T0KA3aHO, YTO Y JeTel ¢ HOYHBIM SHYpPE30M
CHIDKEH YPOBEHb MEJIATOHMHA B CITIOHE B YETBIPE Yaca
yTpa U BBILIE, YEM Y 30pPOBBIX, K MoiyHouu [64]. D10
NPUBOIMT K YBEINYEHUIO MOYEOOPa30BaHUs 1 MOYEOT-
nenenus. [Ipearnonararor, 4To B pe3y/brare CHUKCHUS
HOYBIO CEKpPEIH Ba30IpecCHHa Y OONBHBIX C HOUHBIM
9HYpE30M BO3pacTaeT 00pa3oBaHKE MOYH — HOUHAs I10-
muypusi. MccnenoBanusi o0bemMa MOYH, BBIIEISEMOM
MIOYKaMH y JieTell ¢ HOYHBIM SHYpPEe30M BO BpeMsi HOU-
HOT'O CHA, TIOKa3aJli, YTO Y HUX UMEET MECTO OONBIINIA
Jype3, 4TO COMPOBOKIACTCS HECIIOCOOHOCTHIO MOYe-
BOT'O Iy3bIps YAEpKaTh TAKOH OOBILIONH 00beM MOYH
HEJIOCTaTOYHON CHJIE TI03bIBA K TOMY, YTOOBI peOeHOK
MPOCHYJICS Ul MOYEUCITYCKaHHA. Y YacTH JeTel ¢ Hou-
HBIM SHYPE30M OTMEYAIOTCS CHIYKEHUE OCMOJISUIBHOCTH
MOYH HOYBIO K 4 4 yTpa 1 yBelnn4eHue auypesa [65, 66].

POJIb ITOYKHU B ITATOI'EHE3E HOYHOTI'O
OHVYPE3A
Bomnpoc o posu no4ku B naToreHe3e HOYHOIoO SHy-
pe3a J1oJIroe BpeMsl ocTaBasICsl OTKPBITHIM. AHaIU3
(YHKIHOHAIBHOTO COCTOSIHUS IOYKH Y JI€TeH ¢ HOY-
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HBIM DHYPE30M B BO3pacTe oT 5 10 17 JeT BhIsBUII pas-
ar4He Mk Ty (PyHKIMOHAIBHBIM COCTOSIHUEM MOYEK Y
3JI0POBBIX JI€Tel U y JieTel ¢ HOUYHBIM d3HYpe3oM [67].
OTyM4me COCTOSIIO B TOM, YTO ITPH SHYPE3€ MOUEOTIe-
JICHUE B HOYHBIC Yachl IOYTH BABOE BBILIE, YEM Y 3710~
poBbIX fereil. CKopocTh KIyOOYKOBOHM (DMIIBTpaluu y
JeTel ¢ SHYpPe30M HE OTIIMYAETCSI B TEUEHHE CYTOK OT
AHAJIOTMYHOTO MOKa3aresis y 340poBbIX aered. OcMo-
JSUTGHOCTH MOYH B HOUHBIE Yachl Y IETEH C HOUHBIM SHY-
pesom cocrasnser 70121 MOcm/kr H,O, y 310poBbIX
nereit — 731433 mOcm/kr H,O. Cymectsennoe omm-
4ue, Ha KOTOpoe He oOpallaii paHee BHUMaHHUE Jpy-
T'He MCCIIeI0BATENH, ObUIO B TOM, YTO Y A€TEH C HOUHBIM
9HYPE30M BBIIIE OYHIICHHE KPOBH OT OCMOTHYECKH aK-
THBHBIX BewlecTB. /1Jist BbIsIBIICHHSI 0COOCHHOCTEN Aesi-
TEJBHOCTH MOYKH CIEAYET PACCMOTPETH OJHOBPEMEHHO
3HAYEHUs psizia TOoKa3aTeNnell — KIMpeHC OCMOTHYECKH
AKTHUBHBIX BEILIECTB U KIMPEHC OCMOTHYECKH CBOOOI-
HOH BOJIBL. DTO COMOCTABJICHUE UMEET KIII0UEBOE 3Hade-
HUE B TIOHUMaHUH NPUPOALI U3MEHEHHUS (PYHKLIUH MO~
YeK y JieTell ¢ HOUHBIM SHYPe30M. YCTaHOBIIEH (haKT, Ka-
3aJ10Ch Obl, PM3UOJIOTUUECKOTO MapaJoKca — yBelInie-
HUE JUype3a MPOUCXOAUT HapsAy C YBEIHMYCHUEM pe-
abcopOuuu ocMOTHYECKU CBOOOIHOM Bonibl. Pasraska
9TOTO SIBJICHHSI UMeJia KIII0UYeBOe 3HaYeHUE U B BbIpa-
00TKe CXeMbl MaTOreHETHYECKH OIPaBAAHHOTO Jieue-
HUS HOYHOTO 3Hype3a y nereit [68]. ConocraBieHue
KJIMPEHCAa OCMOTHYECKH aKTHBHBIX BEILIECTB 1 KITMPEH-
ca OCMOTHUYECKU CBOOOIHOW BOABI Y ACTEH C HOUHBIM
SHYPE30M CBUJCTEIILCTBYET O TOM, YTO peadbcopOrus
OCMOTHYECKH CBOOOIHOHM BOZIBI BO BCEX CIIydYasX TEM
BBILIIE, YeM OOJIbILE KIIMPEHC OCMOTUYECKH aKTHBHBIX
BeecTB. OKa3ajaoch, YTO BEAYILYIO POJIb B yBEIHYE-
HUH JMype3a B STOM COCTOSIHUM Y 3HAUYUTEIILHON YacTH
JIeTel UrparoT HOHBI HATpHs. UTOOBI MOHATH JIOKAIHU-
3aHI0 U3MEHEeHUH (DYHKIMU TOYeK, N3yUeHO BbIBEe-
HUE U JPYTHX MOHOB. BhIsBIeHa OonbIIast SKCKpeLus
HMOHOB MarHus y ieTeil ¢ HOYHbIM SHYPE30M B HOUHbIE
4acel ¢ 23 4 10 7 4 110 CPaBHEHUIO CO 310POBBIMH JIETh-
MU. BriBeieHre HOHOB Kanusi y AeTell ¢ HOYHBIM SHY-
Pe30M He OTINYAIIOCh OT 30POBBIX IETEH. Y 300POBBIX
JIeTeH 107151 MOHOB HATPHSL B OCMOJISTIBHOM OYHILCHUH
HOYBIO cocTapysieT 22%, y AeTelt ¢ HOYHBIM SHYPE30M
oHa BiBoe Ooubie — 45,5% [69-71].

ComnocrapneHune noka3areie BbleICHHS HOHOB 1
UX 3KCKPETUPYMBIX (paKLUH, T.€. 1O HOHOB, BbI/Ie-
JSIEMBIX C MOYOM, OT IPO(UIBTPOBABILUXCS B KITyOOU-
Kax MOYKHU yKa3bIBaeT Ha TO, YTO BO3pAaCTaHUE JHype-
32 HOYBIO 3aBHCUT OT YMEHBIICHUs UX peabcopOLun B
KaHaJIbIaX, a HE OT MOBBIMICHHS KIyOOUKOBOW (HIIb-
TpaLuHy, T.e. U3MEHEHUE PETYIISALNH BBIACICHUS 3TUX
HMOHOB MOYKOH ITPH HOYHOM 3HYpE3€ CBSI3aHO C BIIMS-
HUEM Ha KIIETKH KaHaJlblieB HepoHa [67]. V nmereii ¢
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HOYHBIM SHYPE30M yBEJIMUCHUE OCMOJISIIBHOTO OUHIIIe-
HUS [IPOMCXOIUT B 3HAYUTEIILHOM CTENeHn Oiarofapst
YMEHBLICHUIO peadCcopOLUK HOHOB HATPHSI C COPOBO-
JKIAIOIMMY aHHOHAMH 1 BO3PACTAHUIO X SKCKPELHH.
Takast peak1ys IOYKH OTHIOAb HE CITY>KUT IPOSIBIICHHU-
€M [aToJIOrMYEeCKOr0 U3MEHEHUs! (DYHKIIMHU KITyOOUYKOB
WJIY KaHAJIBIIEB KaK TAKOBBIX, & OTPAXKAET TOJIBKO H3Me-
HEHHE PEryJsLHI UX JeaTebHOCTH. B 3TOM citydae mc-
KaTh NPUYUHY HapyLIeHUH QyHKIMK Ha/l0 He B 1e(eK-
TE KaHAJIbLIEB, 2 B U3MEHEHUH CEKPEIIMH TOPMOHOB HJIH
JIOKaJIbHO 00pa3yroIuxcs (pru3nonornyecu akTHBHBIX
Bemects. [Ipocramanaun E, cHkaeT oTBeT Ha Baso-
NPECCHH, YMEHbIIAsk CTUMYJISILIUIO aJeHUIaTIHKIIa3bl,
a cIenoBaTeIbHo, 1 o0pasoBanue TAM® B kietke. Hc-
M0JIb30BaHKE HHTHOUTOPOB POCTArIaHAMHCUHTETA3bI
CHMXaeT oOpasoBaHMe NpocTamianuHa E , nospia-
eT aHTUJINYPETHYECKUI OTBET MOYEK Ha Ba30MPECCHH,
crnocobcTByeT HakorieHuo TAM® B kiretke. OnHaKO
JI0 HACTOSILEr0 BPEMEHU HCIOJIb30BaHUE MHIMOMTO-
POB TpOCTarIaHAMHCUHTETa3bl TIPH HOYHOM 3HYpe3e
He OOBSICHSUIM aHTarOHUCTUYECKUM B3aWMOJICHCTBU-
€M Ba30IpeccuHa ¥ NpoCTariaHArHOB.

AHaiu3 HapyleHHs: 3TOH CHCTeMbl P HOYHOM
SHYype3e y JieTell O3B0 BBISIBUTH POJIb ay TAKOHIOB
Y TIPOAHAIIM3UPOBATh 3HAYCHUE YBEIMUCHHON JTIOKAIb-
HOM NPOIYKIMK TIpocTarianauna E, s HopMaibHON
padoTHI IOUKH, YTO 00ECIIEUNBAET COOTBETCTBHE MEXK-
JIy CKOPOCTBIO0 MO4e00pa30BaHus 1 MOUEBBIBEICHUS Y
37I0POBBIX JIETEH, TAK M €r0 BO3MOKHOE 3HAYCHHUE JIISI
Pa3BUTHS NATOJIOTMH IIOYKH B CITyyae HOYHOT'O SHype3a
y nereii [72, 73]. 'apmonu3zaius MoueoOpa3oBaHus U
MOYEBBIBEJICHUS 3aBUCHUT OT COOTHOILICHHS ACHCTBHS
AJII" u ayrakou0B (mpocramianauna E.).

VY yactu getell ¢ HOUHBIM SHYPE30M HaOII0AaeT-
cs1 cBoeoOpa3Hoe BHYTPHUIIOUEUHOE Tiepepacipeere-
HUH peadCcopOLMK BOJBI M HOHOB KaHAJIbLIEBOW KU/
Koctu. B Tosctom Bocxomsimem otaene netu [enne
IpuU SHype3e 00paszyeTcsi H30BITOK ayTaKOUI0B, KOTO-
pble yrHeTaloT peadbcopOLuIo HOHOB HATPHs, XJI0pa,
MarHusi © 0OCMOTHUYECKH CBSI3aHHOM ¢ HUMU Boabl. Cy-
[IECTBEHHO, YTO MIPU 3TOM IPOUCXOAUT YMEHBIICHUE
peabcopOIKK 0OCMOTHYECKH aKTHBHBIX BEIIECTB, a HE
NEPBUYHO yMEHbIIEHHE peabcopOLui 0CMOTHYECKH
cBoOoaHON BoAbl. CHMXKEHHE peadcopOLuU MOHOB,
IpeXKJie BCEro MOHOB HATPUS U OCMOTHUYECKH CBSI3aH-
HOW C HUMH BOJBI B OTJeNax HepOHa, MPEIIIECTBY-
IOLIMX COOMpaTeNbHBIM TPYOKaM, MPUBOIUT K OO0JIb-
HIeMy MOCTYIUICHHIO )KUAKOCTH B HAYaJIbHbIEC OT/IEJIbI
coOuparenbHbIX TpyOOK. [Ipu HOpManbHOM ypoBHE
BA30IPECCHUHA 3TO MIPUBOIUT K yCUIIEHHOH peadcopo-
L1 OCMOTHUYECKH CBOOOAHOW BOABI M OJHOBPEMEHHO-
MY YCHJIEHHOMY BBIBEACHHIO KHIKOCTH MOYKOH. YcTa-
HOBJICHO, YTO PeadcopOLMsl KATHOHOB B TOJICTOM BOC-
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XOMsIIEeM OTAee NMEeTIH [ eHe U B HauadbHBIX OTIe-
JlaX IMCTAJIbHOTO CETMEHTA YCUIIMBAETCS MO BIUSHU-
em AJII" u cHnxkaeTcs npu AeHCTBUM MPOCTarIaHAN-
Ha E,, 4TO 112710 OCHOBAHHUE TPEATIONOKHUTD, YTO Y JIe-
T€W C HOYHBIM DHYPE30M BO3pacTaHUE AUYype3a U IKC-
KpEIUH psijia MOHOB C MOYOH MOXKET OBbITh 00y CIIOBIIE-
HO Kak cHKeHueM cexperuu A/Il Tak u ycuneHuem
JIOKaJIbHOW MPOAYKLMU ayTaKOUJIOB B MO3TOBOM BeE-
IIECTBE MOYKH.

IIpu comocTaBiieHUU 3KCKPELMH IMOYKOW MpOCTa-
IAaHIWHOB C BBIBEJICHHUEM OTACIbHBIX HOHOB U BOLI B
HOYHBIE Yachl y NAalJMEHTOB C HOYHBIM DHYPE30M Hal-
JIEHA BBICOKAsI KOPPEJSILMSA MEXK/Y BbIICIEHUEM 10U~
KO nipocTarianinia E, 1 MOHOB HATpusl.

BrisiBIieHBI IBE TaTOreHETHYECKUE (POPMBI yUacTust
IOYEK B Pa3BUTUU HOYHOI'O PHYpE3a y JETel: OJHa —
BbI3BaHa JiehuruTom cekperuu AJIL, npyras — u3me-
HEHHOM CEKpeLUed ayTakouI0B, U3BMEHEHUEM COOT-
Homenust mexxay A/Il" u ayrakounaMu B perysasiiuu
TpaHCIIOpTa BOJIBI M MOHOB B mouke. [Ipu aucbanance
cekperuu IIT'E ), ycuieHHOH ero cekperuu, CHIKaeT-
cst peabcopOIIKsl MIOHOB HATPUSL, OCMOTUYECKHU aKTHUB-
HBIX BELIECTB, BO3PACTAET UX MOCTYIJIEHUE C TOKOM
MOYH B cOOMpaTeIbHBIC TPYOKHU H U3-3a ITOTO PacTeT
KJIMPEHC OCMOTUYECKHU aKTUBHBIX BELIECTB, KJIUPEHC
OCMOTHYECKHU CBOOOHOI BOAKI. B marorenese ogHoit
u3 GOpM HOYHOTO IHYpPE3a BAXKHYIO POJIb UTPAET U3-
MEHEHHE MOHOPETYIUPYIoIeH QyHKINH MTOYKH, 00Y-
CJIOBJICHHOE CHIDKEHUEM PeadCcopOInyu OCMOTUYECKU
AKTUBHBIX BEIIECTB B TOJCTOM BOCXOSAILIEM OTACIC
netiu [enne. Jlpyras hopma HOUHOTO SHYpe3a CBs3a-
Ha ¢ nedunurom cekpennn AJIl. MoxHO ymMaTh, 4TO
UMEIOTCS (DOPMBI C pa3HOH CTEIICHBIO BBIPAXKEHHOCTH
mucOananca B cucteme AJll-ayTakouibl.

Takum 00pa3oM, OCHOBHBIMH ITPUYMHAMH BO3HUK-
HOBEHUSI HOYHOTO SHYpEe3a CUMTAIOT JUCOalIaHC B CH-
creme AJI[-ayTakouzapl, HETOCTATOK CEKPELUU Ba30-
MPECCHHA B HOUHBIE Yachl, TPUBOJALIMI K HOYHOH 110~
JIMYPUHU ¥ HECOOTBETCTBUIO MEX/Ty HOYHBIM 00bEMOM
MOYH, EMKOCTHEO MOYEBOTO ITy3bIPsI U HECIIOCOOHOCTHIO
MIPOCHYTHCS IPU HATIOJIHEHUU MOYEBOIO ITy3bIPsl BO CHE.
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BAPTTEP CIHOPOM Y OETEN

J.G. Leviashvili, N.D. Savenkova
BARTTER SYNDROME IN CHILDREN

'Kadepnpa dakynsreTckoit neamnatpumn CaHkT-NeTepOypckoi neanaTpmyeckon MeanumHCKon akagemmn, Poccust

PEDEPAT

JaHHbI 0630p sBnseTcs 0606LeHNEM COBPEMEHHbIX NpeacTaBneHnin o baptrep cuHapome — Tybynonatum ¢ ayTOCOMHO-
peueccuBHbLIM TUMOM HacnenoBaHus, HapyLleHnem cuctem TpaHenopTa K, Na, Cl B aucTanbHOM KaHasbLe B TOJICTOM BOCXO-
nsuiem koneHe netnm feHne. O606LLEeHbI AaHHbIe 0 MexaHu3max perynaumm TpaHcnopTta K, Na, Cl, natoreHeTnieckmx u knm-
HNYECKMX 0COBEHHOCTSAX, PACCMOTPEHbI AMArHOCTUYECKNE airOPUTMBI, MOAXOAbI K Tepanuu bapTrep cuHapoma y oeTeil.

KnioueBblie cnoBa: neTtu, novyeyHble KaHasbLeBble HapyLeHus, TybynonaTus, neamatpuyieckmin baptrep cMHapom, rmnoka-
NMeMMYecKnin ankanos.

ABSTRACT

This review is a generalisation of modern conceptions about Bartter Syndrome — autosomal-recessive tubulopathy with impairment
of K, Na, Cltransport system in distal tubule in the thick ascending limb of Henle’s loop. Data about K, Na, Cl transport regulation
mechanisms, pathogenic and clinical features are generalized. The diagnostic algorithms and approachs to the treatment of

Bartter Syndrom in children are presented.

Key words: children, renal tubular disorders, tubulopathy, pediatric Bartter Syndrome, hypokalaemic alkalosis.

OIIPEJAEJIEHUE: baprrep cunnpom (Bartter
Syndrome) — TyOysonarusi ¢ ay TOCOMHO-PEIIeCCUBHBIM
THUIIOM HacJIe/JOBaHUs, HApYILIEHUEM CHCTEM TPaHCIIOp-
ta K, Na, Cl B auicTalbHOM KaHaJbIle B TOJICTOM BOC-
XoJslIeM KojeHe neTiu ['eHne, nposBisomasics xa-
paKTepHBIMH METAa0ONMYECKUMU HAPYIICHUSIMU: TH-
MOKaJIMEeMHUeH, MeTabOIMYeCKUM aJIKallo30M, TUIep-
pEHUHEMUEW, TUEPIIA3UEN IOKCTAITIOMEPYJIAPHOTIO
anmnapara, TUIepaibJI0CTepOHU3MOM, Y HEKOTOPBIX
MMarMeHTOB TUIIOMarauemuei [ 1-7].

Hcemopusa eonpoca: baptrep cunapom (Bartter
Syndrome) Ha3Ban B uectb Frederic Bartter, koTopsiii
BMecTe ¢ Pacita Pronove nepBbim omnucai ero B 1960 .
nl962r[3,8,9,10].

Yacmoma ecmpeuaemocmu. PactipocTpaHeHHOCTh
Bbaptrep cunpoma cocrasnser 1 Ha 1 000 000 Hace-
nenus [11].

Tepmunonozus. B nuteparype yailie HCTI0Jb3YIOT-
sl pa3Hble TEPMUHBI, IPECTaBIeHHbIE B Ta0. 1.

KITACCUOUKALIMA BAPTTEP CUHIPOMA:

* BposkaeHHBIl: MEpBUYHBINA, TEHETHUECKU 00Y-
CJIOBJICHHBIM.

* [IproOpeTeHHBIN: BTOPUYHBIN B CTPYKTYPE IpY-
IUX CEMEHHBIX 3a00JICBaHUN TTOYCK.

JleBnammBumu XK.I. 1941000, Canxt-IlerepOypr, yoi1. JIutoBckas, . 2. Ka-
denpa daxynsrercroii nequarpuu ['bOY BIIO CITIBI'TIMY Munsnpas-
coupassurus Poccun. Ten. 952-98-09. E-mail: jannalevi@Gmail.com

Bonee moapoOHas knaccudukanus baprrep cuH-
npoma 1o Y.Sardani, K.Qin, M.Haas et all. (2003) mpu-
BeJieHa B TaOi. 2 [1].

H.W. Seyberth (2008) npeacraBui KIUHHKO-
reHeTH4YecKre 0COOEHHOCTH TyOyNIONaTHH C BEAYILIUM
CHHIpOMOM rumnokanmuemud (tadim. 3) [12].

HopManibHBII TpaHCIIOPT HOHOB B MEAYJIAPHOU
YacTH TOJICTOTO BOCXOJSIIEro KojieHa metinu [enie
IIPOXOAMT B CIIETYOILEH [TOCIIe0BaTeIbHOCTH. TpaHc-
MopT HOHOB Na* TPOUCXOIUT MPOTHUB IEKTPOXUMHUYE-
CKOTO TPaJIMEHTA 32 CUET SHEPIHH KJIETOYHOTO MeTa-
0onm3ma, ipu yuactuu pepmenra Na*, K'— ATdDa3wl,
ucnonesyromiei suepruro AT®. Dtot hepmeHT Haxo-
IuTcs B Oa3anarepanbHol MeMOpaHe KIIeTKH, o0ecrie-
yuBaeT TpaHcnopT Na' u3 KJIeTKH B KPOBb U MOCTY-
TuieHre u3 Kposu B kieTky K™ [13, 14]. B kpoBu koH-
neHTparys Na* Bellie, 4eM B )KUIKOCTH, HaXOISIICH-
Cs1 B IPOCBETE KaHAJIBIIECB, TOATOMY peadcopOivst Na*
OCYUIECTBIIAETCA aKTHUBHO NPOTUB T'PaJUEHTa dIIEK-
TPOXUMHUYECKOTO MoTeHIuana. (I'pagueHT KoHIeH-
Tpanuu HaTpusi 0OyCJIOBJIEH HENPEeCTaHHBIM AKTHB-
HBIM BBIBEJICHHEM HATpHUs U3 KJIETKH BO BHEKJIETOU-
HYI0 JKUIKOCTH ¢ momotbio Na*, K'— AT®a3s1, moka-
JM30BaHHOM B MeMOpaHax kieTkn). M3 mpocsera ka-
Haibla Na* BXOIUT B KJIETKY 110 HATPHEBOMY KaHAITy
WM TIPU YYacTUH TpaHcropTepa. BHyTpeHH:s yacTh
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Tabnuua 1
TepmuHonorusa Baptrep cuHgpoma
B oTeuyecTBeHHOM nuTepaTtype B 3apybexHoi nutepartype
BapTTtep cnHgpom Bartter Syndrome
AHTeHaTanbHbIN BapmaHT cuHgpoma baptrep Bartter Syndrome antenatal hypercalciuric form hyperprostaglandin — E
HeoHatanbHbI BapTTep cuHAPOM C HedpokasbUMHO30M | syndrome

mnepnpocTtarnaHavH — E cuHopom
fMnokanMemMmnyecknin ankanos ¢ runepkanbunypuen
Knaccuyeckuin BapnaHT cuHapoma baptrep
MHbaHTUNbHBbIN BapmaHT cuHapoma baptrep
C rnyxoTomn

Cuinppom baptTep | Tvn

Cuinppom baptrep Il Tvn

Cunppom Baptrep |l Tun

Cuvinppom baptrep IV

Cuinppom baptrep IVB tvn

Cvinpgpom bapttep V tmn

Cvingpom MTenbmaHa

Bartter Syndrome | type

Hypocalemic alkalosis with hypercalciuria
Bartter Syndrome Il type Includet
Hyperprostaglandin-E syndrome

Bartter Syndrome Ill type

Bartter Syndrome Classic

Bartter Syndrome IV type

Bartter Syndrome IVB type

Bartter Syndrome V type

Bartter Syndrome Infantile with sensorineural Deafness
Gitelman's syndrome

Tabnuua 2
N3BecTHbIE CnyYyan 4aCTUYHOIO WU NOJIHOIO
Bartter-dpeHoTuna
[SardaniY,, Qin K., Haas M. et all. Pediatr Nephrol
(2003) 18: 913-918]

|. BpoxaeHHbIN
A. lNepBUYHOE reHeTUHYECKOE HapYyLLUEHNE
1. bBapttep cuHagpom, HeoHaTanbHasa dopma:
a)  myTtaumm Na-K-2Cl koTpaHcnopTepa ( XpoMoco-
Ma 15q15-g21);
b) myTaumm ROMK 3aBMCMMOro MOHHOrO KaHana
(xpomocoma 11g24- g25)
(y adpurkaHO-aMepnKaHCKNX HOBOPOXAEHHbIX);
¢) CIC-Kb myTtaumm (xpomocoma 1p36);
d) Bartin myTaumm (xpomocoma1p31)(accoummpoBaH-
HbI C HEMPOCEHCOPHOM MNYXOTOWN).
2. bapTTep cnHapom, aetckme GopMbi:
a) mytaumn CIC-Kb (xpomocoma 1p36);
b) To4eyHble MyTaumMmn aHrMOTEH3MH - Il peuenTopa;
3. Cungpom Mtenbman:
a) mytaummn Na-Cl koTpaHcrnopTtepa (xpomocoma 16g13);
b) myTtaumn CIC-Kb (xpomocoma 1p36) (B coveTaHum ¢
deHoTunom Bartter);
C) ayTOCOMHO-A0MMVHAHTHbIN BapuaHT?
d) Gullner cuHapom ?
B. BTOpWYHbLIN B CTPYKTYPE APYIrMX CEMENHbIX NOBPEXOEHUN
noyek:
1.  HedponaTn4eckmn LUCTUHOS;
2 Kearns-Sayre cuHapom;
3. Menke’s Kynky hair curgpom;
4 cemMenHas Amcnnasns rnoyek.

1. Mpro6peTeHHbI
A. NHOyUMPOBaHHLIN iekapcTBamMm
1. pnutenbHas guypetTudeckas Tepanus
2. aMUHOMUKO3nAabl
3. xumuoTepanus
B. AtnnnyHas salt-wasting (constepsioLlas) HedponaTtums
1 ayTOMMMYHHbIE HapyLleHns — cuHapom Sjogren (LUe-
rpeHa)

KJIETKH 3apspKEeHa OTPULATENIbHO, MOJIOKUTEIbHO 3a-
pskeHHbI Na' oCTynaeT B KIETKY 110 TPaJUeHTy Mo-
TeHLMAaJIa, IBIKETCSl B CTOPOHY 0a3alibHOM I1a3Maru-
YeCKOM MeMOpaHbl, yepe3 KOTOPYIO HATPUEBBIM HACO-
COM BBIOpAChIBAETCSI B MEKKIIETOUHYIO KHUIKOCTb. Pe-
abcopOuus XJopuaa HaTpUsl OCYIIECTBISIETCS € yJa-
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ctreM Na-K-2Cl korpaHcmopTepa, KOTOPBIA PeTyITHpy-
eTCsI HU3KOH BHYTPUKIIETOUHON KOHIICHTpanuen Na';
K*; 2CI". Hu3kas BHYTPUKJICTOUHAS KOHIICHTPAITUS
TOJI/IEP>KUBACTCS CIEAYIOINMHU MEXaHu3MaMu: 0a30-
narepanbHeIM Na/K-HacocoMm (Na-K — ageHo3nH Tpu-
docdaraza), 6azomarepanpabM Cl-kanamom (CIC-kb),
n ankanbHBIM K -kanamom ROMK (AT®-3aBucuMETi
oemok K*-xanamna) [15—17]. Kamuit (K), B ommrane ot
Hatpus (Na*), KIeTKH KaHaJIbIICB MOXKET HE TOJIBKO pe-
abcopOMpoBaTh, HO M CEKPETHPOBaTh. [Ipu cexperu
K u3 MeXKIEeTOYHON >KMIKOCTU MOCTYNAeT B KJIET-
Ky 4depe3 0a3zanpHyIo IIa3MaTHIeCKyI0 MeMOpaHy 3a
cuét padborsl Na/K-Hacoca, a BEIACIACTCS OH B TIPO-
CBeT He(ppoHa Yepe3 anmnKaIbHYIO KIICTOUHYI0 MeMOpa-
HY TTAaCCHBHO. DTO 00YCIIOBICHO yYBEIIMUCHUEM KaJTH-
€BOH MPOHUIIAEMOCTH MeMOpaH W BHICOKOH BHYTPH-
KJIeTOUHOM KoHIeHTpanuen K™ [13, 15, 19].

Xiop (Cl)) BEIXOOHUT W3 KIIETKH depe3 Oa3oliare-
pajbpHBIC XJIOpHBIE KaHaIbl, korna K™ mocrymaer 00-
paTHO B MPOCBET KaHaibIa depe3 K -kanam ROMK.
(ROMK wmarnéupyercs Ca — 49yBCTBUTEILHBIM pe-
merrropom CaSR). Na¥, K¥, CI' mocTymaroT B KJeT-
Ky uepes anukaiabHBIN KoTpancnopTep Na-K-2Cl, uc-
MTOJIB3YS TIOJIOKUTENBHBIN Na ™-TpaJieHT, co3maaBac-
MbIit Na*, K™-AT®-a30i1. [1010KATETBHBIN 3JIEKTPH-
YeCKUU 3apsj o0ecriedynBaeT MacCUBHYIO TPaHCKJIe-
TOUHYI0 peabcopbuuio kampuust (Ca?* u Mg'. Tpanc-
wierouHas Ca’’- u Mg -peabcopOuust MPOUCKOIUT TT0
MaparneuTIoIIPHOMY TIPOTOKY 4epe3 TUIOTHOE MEX-
kietounoe coexunenue (Claudin) , ympasmsemoe
MIPOCBET-MO3UTUBHBIM OTSHIINAIOM, OCHOBAHHBIM Ha
acummeTpraHoit peadbcoporm Na™ 1 2C1 mo NCCT-u
ROMK -kanamam [14, 15].

ITATOI'EHE3. Ilpu baprrep cunapome ycTaHOB-
JICH TIEPBUYHBIA Ae(PEKT B OJHOM M3 TPAaHCIOPTHBIX
MEXaHHM3MOB, YIacTByIOMUX B peadbcopommu NaCl B
nieTse [ ense 1 AUCTabHBIX KaHATbIIAX COOTBETCTBEH-
HO. Peabcopommst NaCl B memite I'enne urpaer 1ieH-
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HacnepcTtBeHHble TyOynonaTtum ¢ runokanmemMmuven
[Seyberth H.W., 2008]

Tabnuua 3

KnuHunyeckoe HazeaHue/ Clinical
presentation

DyHKUMOHaNbHbIE HapYy-
weHus/functional studies

AHTeHaTanbHbI BapTTep cuHapom
(fmnepnpocTtarnaHavH — E-cuHopom)
Antenatal Bartter syndrome
(Hyperprostaglandin — E-syndrome)

KoHueHTpaunoHHasa cno-
coBHOCTb, OCMONSAb-

HOCTb CHM>EHbI

AHTeHaTanbHbI BapTTep cUHAPOM
Bartter Syndrome antenatal

KoHUeHTpaumoHHas cno-
COOHOCTb, OCMONANb-

HOCTb CHVXKEHbI

Knaccuyeckuin bapTtTep cuHopom
Classic Bartter syndrome

KoHueHTpaunoHHas cno-
coBHOCTb, OCMONSAb-

HOCTb CHMXXEHbI

AHTeHaTasbHbI BapTTep cnMHapom (ru-
nepnpocrtaraHavH — E-CMHAPOM) C Hel-
POCEHCOPHOW rMyx0TOoNn

Antenatal Bartter syndrome (Hyperpros-
taglandin E syndrome) and sensorineural
deafness

KoHUeHTpaumoHHas cno-
COOHOCTb, OCMONANb-

HOCTb CHVXKEHbI

BapTTep cuHapom (runepnpocrarnaH-
AnH — E-cuHapoM) ¢ HEMPOCEHCOPHOW
rnyxoton Antenatal Bartter syndrome
(Hyperprostaglandin E syndrome) and
sensorineural deafness

KOoHueHTpaunoHHasa cno-
coBHOCTb, OCMONSAIb-

HOCTb CHMXEHbI

BapTTep cuHapom ¢ runokansumemmeit
Bartter syndrome with hypocalcemia

KoHUEeHTpaumoHHas cno-
COOHOCTb, OCMONANb-
HOCTb CHUXEHbI

. leH BanaHus/ | MpoaykT reHa/
3aGonesarine/Disorder Gene affected | Gene product
BapTtrep cuHgpom Tun | SLC12A1 NKCC2
Bartter syndrome
type |
BapTTtep cungpom tun i KCNJ1 ROMK
Bartter syndrome type Il
BapTtrep cungpom Tun lli CLCKB CLC-Kb
Bartter syndrome type llI
Baptrep cungpom Tmn IV | BSND CLC-Kau CLC-
Bartter syndrome type IV Kb Barttin
(B-subunit of
CLC-Ka and
CLC-Kb)
Cunpgpom Baptrep Tun IVB | CLCNKA CLC-Ka CLC-
Bartter syndrome type IVB | CLCNKB Kb
Cunpgpom Baptrep Tuin V. | CASR ren CaSR
Bartter syndrome type V
CuHapom tenbmaH SLC12A3 NCCT
Gitelman's syndrome

[MTenbMaH CMHOPOM
Gitelman syndrome

KoHueHTpaunoHHas cno-
Cco6HOCTb B HOPME 1NN
cnerka CHMXeHa, OCMO-
NISAIBHOCTb CHUXEHA

TPaNbHYIO POJIb B CO3AaHUH MEIYJUISPHOTO TPaIH-
€HTa KOHIEHTPAIlMH, HEOOXOMUMOM /IJIsi BBIBEICHUS
MaKCUMAaJIbHO KOHIIEHTPHPOBAHHON MOYH B MIPHCYT-
CTBUH aHTHAWypeTuIeckoro ropmona (A1) [16]. Ha-
pyIIeHHe KOHIIEHTPAIIMOHHON CITIOCOOHOCTH U TIOJH-
ypus ipu bapTTep cuHapoMe CBsI3aHO ¢ HAPYIIEHHEM
Tpancmopta Na* B memite [ eHite, 9To MPUBOANT K pas3-
BUTHIO XpPOHUUECKOM runokanuemMun. Hapyuienue pe-
abcopommm NaCl B metie ['enmne oOycaBnuBaeT CHU-
YKEHHE O0CMOJISUTPHOCTH KaHAIBIINEBOH )KUIKOCTH, a B
OTCYTCTBUH aiekBaTHOM cekpernu AJII” crmocoOcTByeT
BBIBEJICHUIO THITOTOHUYHOW Moun. Hapymrenne pead-
COpOIMH XJIOpHAa HATPHSI IPHUBOIUT K TUTIOBOJIEMHH U
AKTHBAIIMY PEHWUH — @aHTHOTEH3WH — aJIbI0CTEPOHOBON
cucreMbl. B nonoiaHeHue k runoBosieMuu npu baprrep
CHHJIPOME OTMEYEHO YBEIMYEHHE NpocTarianauta E,
(cocymopacImmpsronuX NpocTariananaoB). CUHTE3
no4yeynoro npocrarianauua E, (PGE,) snaunrens-
HO TIOBBIIIEH TIpH baptrep cunapome (tum I, 11, IV u
IVB) ¢ mposiBieHreM BO BHYTPUYTPOOHOM TIEPHOIE
WM Y HOBOPOXKICHHBIX TSHKETIBIM T€YeHHEM 3a0oJie-
Banms [20-22]. ['umrepanpmocreponn3M npu baprrep
CHUHIPOME SIBJISICTCSI BTOPUIHON (POpMOH B pe3yibTa-
T€ COKpamieHns o0beMa BhIIeIsIeMoro pennHa. Jimm-
TeNbHAs CTUMYIISINS CEKPEeINH PeHNWHA TPOCTarIaH-
nunamu PGE,, PG, mpuBOIMT K rMIIEPILIa3Hu FOKCTa-

TJIOMEPYJISIPHOTO anrapara; pa3BUBacTCs THIIEPPEHU-
HEMUsI, TOBBIIIAETCS YPOBEHb aHTHOTeH3MHa [I B kpo-
BU. OJTHAKO CTUMYIIUPYIOILEE IeHICTBUE aHTMOTEH3HHA
II Ha KOpy HaATIOUEUHUKOB HUBEJINPYETCS TUTIOKAJIME-
MHEH, T03TOMY YPOBEHb ajbJ0CTEPOHA NpH bapTTep
CUH/IpOME IOBBIIIAETCA YMEPEHHO. BazonpeccopHo-
My 3¢ dexTy n3dbiTka anrnorensuna Il nporusoneii-
CTBYET BBICOKMI YPOBEHb MpocTarananna I,. Y na-
LIMEHTOB ¢ bapprep cuHIpPOMOM apTepuanbHOE J1aB-
JIEHHE OCTaeTCs HOPMaJbHBIM, XOTS OTMEUEHa TEH-
JeHIMs K aprepuaibHoii runotensuu [11]. PGE, ne-
MOCPEICTBEHHO CTHUMYJIMPYET OCBOOOKICHHUE PEHU-
Ha M3 IOKCTAarJIOMEPYJISIPHBIX KJIETOK U CIIOCOOCTBYET
SIIEKTPOJIMTHBIM HapyLICHUSIM, HAOIIOAAIOLIMMCS IPH
Baprrep cunnpome [20]. D10 BaskHO, TaK KaK MHTHOU-
TOPBI CUHTE3a IPOCTArIaHJMHOB (HECTEPOUIHBIE TIPO-
THUBOBOCHAJIMTEIbHBIC IIPeiaparhl) HOPMAIU3YIOT KIIH-
HUYECKHUE U JJabopaTopHble HapyleHus npu baprrep
CHHIpPOME 3a HCKJIIoYeHueM peadcopouuu Na* [10].
Camxenne peabcopouuu Cl- u, coorBeTcTBeHHO, Na*
B nieTie [ eHse yBenuunuBaeT nocTyruieHne Na' B auc-
TaJbHBINA 0TaeN He(poHa U ycunuBaeT Na'-K*™ oOmen
B 3TOM OTzeNe. B pe3ynbrare yBenuuuBaeTcs cekpe-
st K* B iucransHOM u3BUTOM KaHanble. Ca?' u Mg*
MacCUBHO peadcopOUpyeTcsi B TOJICTOM BOCXOSILEM
kosieHe retiu [enne. B pesynbrare sxckpenust Ca?* ¢
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MOYOM OCTAeTCs HOPMaJIbHOM WIIM MMOBBILIEHHON MTPU
Bbaprrep cunapome. CoueTanue BTOPUIHOTO TUIEPAIIb-
JIOCTEPOHU3MA, YBEJINYCHUE TUCTATBHOU HKCKPELUU
Na*, K*, CI, cekpenuu HOHOB BOJOPO/a B JUCTAIb-
HBIX KaHaJblaX MPUBOAUT K TMIIOKAIMEMUN U METa-
Oonmueckomy ankaiosy [16]. Hapymenue peadcop6-
uuu NaCl B Meqy/uisipHO# TOJICTOM BOCXOASIIEH Ya-
ctu et [enne o0ycaoBIMBaeT KIMHUYSCKUE OCO-
6ennoctu bapprep cunapoma [7, 11, 16].

Brigenstor mects nogTunos baprrep cunmpoma
(L 1L, I, IV, IVB 1 V), COOTBETCTBYIOIIHX MIECTH T'e-
HetndeckuM nedexram: NKCC2; ROMK; CLC-Kb;
CLC-Ka; CASR; NCCT [16].

BAPTTEP CUH/JIPOM THUII I, antenaranbHbIi
BApHUAHT, ¢ TUIEPKAJIBLUYpPHUEH, THUIIepIIpOCTaIIaH-
1l — E-cunnipom (OMIM 601678).

AmnTeHaranbHbIi cuHapoM Bartter Tun I (Antenatal
Bartter syndrome type I) o0ycnosnen myTauueii B reHe
SLCI2AI, kapTupoBaHHOM Ha Xpomocome 15q15-q21,
KOJUpYFoIieM OyMeTaHH]l — 4yBCTBUTEIbHBIN Na-K-
2Cl korpancnoprep NKCC2, (SLC12A1; 600839).
NKCC — TpaHcnopTHbIii 0€JI0K, OCYIIECTBISIFOIINI
Tpancnopt noHoB Na*, K™ u 2CIl" yepe3 kieTouHyI0
MeMOpaHy, TO3BOJISIET COXPAHUTH I'PAIMeHT 3JIEKTPO-
HerTpanbHocTH (1Na™: 1K*: 2CIY), sBisiercst ocHOB-
HBIM TPAHCIIOPTHBIM OeJTKoM, peabcopOupyrommum Na*
B kietkd. NKCC1 BcrpeuaeTcst BO MHOTHX OpraHax,
0COOEHHO B PK30KPHHHBIX JKEJIe3aX, a TAK)Ke B HEKO-
TOPBIX PErMOHAX MO3ra Ha PAHHUX CTAIUSAX Pa3BH-
tus [3, 19]. NKCC1 neobOxoaum Jyist co3aanus Oora-
TOHW KaJeM 3HJ0IUMQBI, 3aMOJHSIOIEH YacTh yIHT-
ku, oprana cinyxa. Marubuposanne NKCCI1 moxer
npuBecTH K rryxore [16]. NKCC2 aBnsercst ocHOB-
HBIM TPAHCIIOPTHBIM OeJTKoM, peabcopOupyromum Na*
B KJIETKH, B TOJICTOM BOCXOJSIIEH 4acTU neTiu [ eH-
ne. Baytpu kietok NKCC2 HaxoquTcst B alMKaaIbHON
MeMOpane [11]. Moua B TOJICTOM BOCXOJSIIIEM KOJIe-
He neTu [ eHne uMeeT OTHOCUTEIbHO BBICOKYO KOH-
LIEHTPALMIO HATPHSI.

BAPTTEP CUH/IPOM THUII 1I, anteHatanbHbIA
BapHaHT, C TUIIOKAJINEMHEN, aIKaJI030M U FHIIepKab-
uuypueit (OMIM 241200).

AmnTeHaranbHbli Bartter cuaapom tur 11 06ycios-
neH myrtanueil B AT® — yyBCTBUTENBHBIX KaJUEBBIX
kanaiax ROMK (KCNIJ1; 600359). YcraHnoBieHsl
myTauuu B rene KCNJ I, kapTupoBaHHOM Ha XpoMo-
come 11924, kogupyrommii AT®-3aBucumbiii 6e0K
K*-xanana (ROMK). Koguposannsiit AT® —qyBcTBH-
TenbHBIN KanueBblil kaHa (ROMK) urpaer Baxnyro
pOJIb B rOME0CTa3e Kajusl, MpensTcTByeT Boixony K*
U3 KJIETKH 00paTHO B MPOCBETE KAHAJIBLEB, C IMOCIIE-

28

nyromum topmokenneM Na-K-2Cl korpancrnoprepa
B TOJICTOM YacTH BOCXOJSILEro KojeHa metiau [ense
[23]. AnTenaransubiii cuaapom baprrep I u Il Tunos
MPOSIBIISICTCS. BO BHYTPUYTPOOHOM TIEPUOE TSAKEIbI-
MU HApYUICHUSMU B BUJIE MOJIUYPUH, IPUBOMASILEH K
MHOTOBONIUIO (24—30-51 Hemenu recraruu) BO BpeMs
OEpEMEHHOCTH U TIPEXKJICBPEMEHHBIM pojiaM. B am-
HUOTHUYECKON KUJIKOCTU OMPENETSIOT BHICOKOE CO-
nepxanue Cl [24].

Knunuueckue npossnenus. Ilocne poxneHus y
MJIaJICHIICB Pa3BUBAIOTCS TUIIOKATUEMISI, META0O0H-
YECKUM aikano3, Moauypus, runepkaibiuypus. Co-
CTOSIHUE MUIAJICHIICB TsDKEI0e, 00yCIoBIeHHOE 00e-
3BOKUBAHUEM, SJICKTPOIUTHBIMU (TUITOKATHUEMUSL, TH-
MOXJIOPEMUSI, TUTIOHATPUEMHUS) U META0OTHYECKUMU
HapyLICHUsIMH (METabOIMUECKUil ankaios), AUCTPO-
¢ueit o Ty runoTpodun. XapakTepHbI MbIIICUHASL
TUIIOTOHUS, BIUIOTH IO TUITOKAIMEMHUYECKUX Mape30B
U mapainyel, TunoKaIbueMUYeCKUE MOIePTUBAHU
MBI, ApTepuanbHas TUIEPTEH3Us OTCYTCTBYET. 3a-
0oJieBaHUE TPOSBISICTCS Y HOBOPOXKICHHBIX M TPYJI-
HBIX JICTeH MOINYpHUEH, MONUIUNICUEH, TEPUOINUECKI
BO3HMKAIOILMMU PBOTOM, aHOPEKCHUEM, THMAapEEi, BE1Ly-
UIUMU K JeTUIpaTalld, TUIOKATIMEMUYECKUM Tape-
3aM, cygoporaM. B kadecTBe mpuuMH CynOpor y Je-
Tel PacCMaTpPUBAIOTCS AJNKAJNI03 U TUIMOKAIbIUEMHUSL.
BenencrBrue runepkanbIiypun pa3BUBaeTCs HEPpo-
KaJIbLIMHO3. [ UMoKaabIMeMUYeCKU BapuaHT paxu-
Ta JUArHOCTUPYIOT y NleTel panHero Bospacta. Ilpu
00cJIeTOBaHUN HAXOSIT TUIIOKATHEMHUIO, THITOXJIOPE-
MHUIO, TUTIOHATPUEMHUIO, TUIIOKaIbLeMuto, cisur KOC
B CTOPOHY METa0O0JIMYEeCKOTO ajIKalio3a, TUIIePIPOCTa-
manguaemuio E. Dxckperus K¥, Na*, Cl, Ca*', npo-
crarmanauna E, ¢ Mmo4oit noseimenst. IIpu Mmopgosto-
THYECKOM HCCIICIOBaHUH He(hPOOUOIITATOB MAI[IEHTOB
¢ baptrep cunapOMOM 0OHAPY)KHUBAIOT: THITEPILIA3UIO
KJICTOK FOKCTArIIOMEPYJISIPHOTO arrapara, TyOyIsipHy o
arpo(uIo, MHTEPCTUMATIBHBIN GUOPO3, HEPPOKaIb-
unHo3. [IpeHaTanbHas JUArHOCTHUKA 3aKIIIOYAETCS B
ONPECICHUH B AMHUOTHYECKON JKUIKOCTH BEICOKOTO
conepxanust Cl” mpu HOpMalIbHOM cojiep:kaHuu Na*,
K", Ca?" u npocrarnanauna E [24].

BAPTTEP CUHAPOM THUII III, «knaccuueckuii»
BapuaHT baprrep cunapoma (OMIM 607364).

[Tpu kaccuueckoM BapUaHTE BBISBICHBI My TALlUH
Brene CLCNKB (602023), kapTupoBaHHOM Ha XpOMO-
come 1p36, kogupyrorem CLC-Kb, 6enok CL-kanana,
YTO MPUBOAMT K HAPYILIECHHUIO BBIXOJA U3 KIETKHU XJIO-
puna, ¢ nocaeayrommmM topmokenneM Na™-K*-2CI™ ko-
Tpancnoprepa [15]. B peabcop6uuu Cl urparor posib
HECKOJIbKO pa3NuuHbIX Oa3onarepaibHbIX Cl-KaHaIoB:
CLC-Kb, CLC-Ka [26-30]. Knaccuueckas ¢opma
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baprrep cunapom, tun III, mposBisieTcs B paHHEM,
JIOLIKOJIBHOM M HIKOJIBHOM BO3PacTe I'MIIOKaIUEMHU-
eil, MeTaboMMYeCKUM aJIKajJ030M, THIIEPKaJIHypUeH.
YMepeHHas creneHs TshxkecTd cunapoma baprrep 11
TUIa MOXXET OBITH cBsizaHa ¢ n30bITKOM Cl-KaHalloB
B KJIETKaX TOJICTOM BOCXOIAILEl yacTu netinu [ene.
Xotst nmotepst aktuBHOCTH CLC — Kb mpuBout k 60-
ne3HH, corryTeTBytomias aktuBHocThs CLC — Ka Topmo-
3UT nporpeccupoBanue 3adonesanus [ 16]. Knaccuue-
cKkuil BapuaHT bapTrep cuHapoma npoTekaeT 0e3 He-
(dpoxasbHO3a. 3HAUYUTEIbHAS TUIIOKAIMEMHS 00Y-
CJIaBJIMBAET U3MEHEHMsI B MHOKap/ie, HApYLIEHUE PUT-
Ma cep/la, MO3TOMY B JUarHOCTHYECKOM IJIaHE BaX-
Ho nposenenne JDKI, onpenenenne K* B kposu. Ilpn
XPOHMYECKON THITOKAJIMEMHUH Y AETEH ¢ KIIacCCHYEeCKUM
BapTrep cuHIpOMOM 4acTo TMAarHOCTUPYIOT ApUTMUN
cepaua. ITo3gHue nposiBieHUs1, KOTOPBIE OITUCAHBI IIPU
baprrep cunapome 111 T, BKIIIOYAIOT IPOTEUHYPUIO
u HapymeHus QyHKImu nodek [7, 13, 24, 31, 32, 34].

BAPTTEP CUHJIPOM THUII1V; IVb; undantuib-
HbII BapuaHT, baprrep cunapom tun IV ¢ HelipoceH-
copHoii tiryxortoit (OMIM 602522, 613090 ).

[Tpu Baptrep cunapomax tum IV; IVb ycranosie-
Hel MyTauuu B BSND, kopupyromue 6enok «Barttiny
(B-cyowenunnna 6aprrun) CLC-Kb u CLC-Ka kana-
JIOB, PAaCHOJIOKEHHBIX Ha O0a3anbHOl MmemOpane TAL
U STIMTEJINU BHYTpEeHHeTo yxa. HpaHTuIbHBIN Bapu-
ant baprrep cunnpoma onrcan H.W.Seyberth u coasr.
(2008) [12]. Landau u coasr. (1995), dmun B.B. (2003)
omucain y nereil ¢ nudanTuibHbIM baprrep cunapo-
MOM HeipoceHcopHyto miyxory [35, 36]. CLC-Ka u
CLC-Kb npencraBneHsl Takke BO BHYyTPEHHEM yXe
(TpaHCIIOpPTHPOBKA HOHOB B COCYAMCTOM MOJIOCKE BHY-
TPEHHEr0 yXa) U JIOJDKHBI B3aMMOACHCTBOBATh C JpYy-
MU TpaHCTIOpTHBIMU Oenkamu (Hanpumep, NKCCl1-
OenkoM Oeta-cyObeuHUIISH barttin), 4TOOBI TOIICPKH-
BaTh BBICOKME KOHIeHTpamu K B snnomumde, koto-
past TpedyeTcst A1 HopMajibHoro ciyxa [16, 37]. [lpu-
YyrHa HHQAaHTUIBHOTO cUHApoMa bapTrep 3akmouaer-
cs1 B MyTaumu reHa BSND, kapTupoBaHHOro Ha XpoMo-
come 1p31, komupyromem npoTenH barttin — KoakTop
CLC-Kb, nnn couerannas myrarusi reHoB CLCNKA
(602024) u CLCNKB (602023). ['eHeTn4eckuii Mmexa-
HU3M, TPUBOSIINNA K KOMOMHUPOBaHHBIM Je(eKTam
B CLC-Ka n CLC-Kb: cyOobeaununa barttin sieisieTcs
B)KHBIM KOMIIOHEHTOM 000MX KaHaJioB. [ledekT, Biu-
SIOIMK Ha cyObequHuIy barttin, CHIKaeT QyHKIUU
o0oux kaHasoB (turn 1V) [26]. MyTaiuu, CHIKaroIme
¢dynkumio kak CLC-Ka, Tak u CLC-Kb, npencrasnenst
¢denorunom 1VD [38]. B nuteparype 10T BapuaHT Ha-
3bIBAIOT V THII, OIHAKO OOJIBLUIMHCTBO TPYII HCIONb-
3yI0T 00O3Ha4YeHue TyOynonaruu baprrep cuHapoma

tma V Ui HalueHToB ¢ MyTanuei peuentopoB Ca*
(CASR). s manmentos ¢ IV v [V Tunom cunapo-
Ma XapaKTepHO TSKEI0e TeueHue 3a00J1eBaHus C IIPOsiB-
JICHUSIMU BO BHYTPUYTPOOHOM Ieprozie HeHpOCEeHCop-
HOH [TyXOTBbI, KOTOpas 00ycioBiieHa feeKTaMu B 000-
ux CLC-Ka- u CLC-K6-kaHajiax OCTHaTaJIbHOM I10-
JIMYPUEH, IOIMIUIICUEH, KaIuilypUel, TUIIOKaIMeMHU-
eif, MeTaboMM4YecKuM ankano3oM. OTCYTCTBYIOT KaJlb-
IUypHsl U HepoKanbLHO3 [3].

BAPTTEP CUHJAPOM V THUII, ayrocoMmHo-
JIOMUHAHTHBIM THUIIOM HacJle[I0BaHUsl, C THIIOKAJIbIIH-
eMUe UM ayTOCOMHO-IOMUHAHTHBIN FHIonapaTupe-
03 (OMIM 601298,146200).

B ocHoBe — mMyTanuum penentopoB KajabIHs
(CASR) [39,40]. CASR-perienTop OTHOCUTCSI K KJIac-
cy C G-0enkoB peLenTopoB, KOTOPBIA UyBCTBUTE-
JIEH K YPOBHIO BHEKJIETOYHBIX MOHOB KaJblus. My-
tauuu ¢ aktuBanueil CASR-reHa sIBISIOTCS MPUYU-
HOM ayTOCOMHO-JIOMUHAHTHOM THITOKaJIbLINEMUH WIN
baprep cunnpom tun V. Myranuu, *HaKTUBUPYIOLLKE
CASR-reH, sBIAIOTCSA NMPUYUHON ceMelHOW rumnep-
KaJbLIMEMHHU (CeMeiHas T0OpoKayecTBEHHAs! TUIIEp-
KaJbLIMEMHS, KaK MPaBHJIO, IPOTEKAET OECCUMIITOM-
HO u He TpeOyert jeuenus) [25]. CASR B ToncTom Boc-
XOJZALIEM KOJIEHE NETIH [ eHile peryaupyer moyeyHsli
tpancnopt Ca** u peabcopouunto NaCl. AxruBaums
CASR nputymser Beixon K* uepes kanan ROMK, a
TaKXe MOXKeT CHU3UTh akTuBHOCTH Na-K-2Cl korpan-
cnoprepa [5, 39,40-42]. Y HEeKOoTOPbIX MAIIMEHTOB My-
tauuu B CASR npuBOAAT K MSTKOW M yMEPEHHOH I10-
yeuHoii notepe NaCl, k cokparieHno oobeMa 1 MoBbI-
LIEHHIO YPOBHEN abI0CTepoHa U peHHuHa. [loueunas
norepst K* siBisieTcs npuunHON runokaiueMnn, MeTa-
Oosmyeckoro aikanosa, co3nasas Genorun baprrep
nogo6Horo cunapoma [42]. Ota popma baprrep cun-
JIpoMa OTJIMYAeTCs OT JPYTUX HATWYUEM TMIIOKajlb-
LUEMHH 1 THIIOMAarHUeMHUH, CYI0POKHOTO CHHAPOMA.

Takum oOpazom, baprrep cunapom tuna I, 11, 1V,
1 [Vb 00BIYHO TUAarHOCTHPYIOT B PaHHEM BO3pacTe U
¢ Oonee TspKenbIMU mposiBieHusiMH, Tun 111 n V xa-
paKkTepu3yeTcs yMEPEHHbIMH MIPOSBICHUAMH U M03-
HUM BO3pacToM peOeHKa K Havyaiy 3abosieBanus. Of-
HAKO 3Ta KOPPEJISILNSA MEX/Ty OCHOBHOM reHeTHUeCKON
aHOMaJIMel M KIMHUYECKUM (DEHOTHIIOM HE SIBIISCT-
cs yauBepcanbHoi [13, 32]. s [ u Il Tuna baprrep
CHUHIPOMa XapaKTEPHBI KaJbIHypHsi, HeHpOKaIbLH-
HO3, TUIIOKaJIbIIUEMHUS.

I'MTEJIBMAH CUHAPOM, Gitelman’s syndrome
(OMIM 263800)

Xapaxrepusyercs 0osee MArKoi, uem baprrep cuH-
npoM opmoii 3aboseBanms. YacTora BCTPEUaeMOCTH
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1 a 40 000 nacenenus [11]. Y nanuenTos ¢ ['urens-
MaH CHHIPOMOM BBISIBIICHBI MYTallMX B T€HE, KOAUPY-
IoleM Tuasua-ayBcTBUTENbHBIA Na-Cl koTpaHcnop-
Tep B quctanbHbix kKaHaibiax NCCT (600 968) [43,
44]. CunzapoM nposBisieTcs y AeTel MKOJIbHOIO BO3-
pacrta u 'y nayeHTOB B 3peJIOM BO3pacTe, CBSA3aH C Jie-
(hbexrom peadbcopOimu NaCl B IUCTaIIbHBIX KaHAJbIIAX
(MMUTHPYSI XpOHUYECKHUH IPHEM THA3HIHBIX MOYETOH-
HbIX) [16]. XapakTepusyeTcs: IMIIOKAINEMUEH, 4YacTo
TSDKEJION, M METaOO0INYECKUM AJIKAJIO30M; TIOJIMYPUEH
1 HAKTYPUEH, C HOPMAJIbHOM KOHLIEHTPALIMOHHOM CIIO-
COOHOCTBIO MOYH; TSDKEJION FMIIOMarHUeEMHEH; Cyiopo-
raMi BEPXHHUX M HIKHUX KOHEYHOCTEH; yCTaNoCThIO,
XOHIPOKAJIBIIUHO30M, 33AePKKOM pocTta [7, 45]. Xpo-
HHUYeCcKast TUTIOKaIneMust y ieteid ¢ [ ureapMan cuHapo-
MOM SIBJISICTCSl IPUYMHON BTOPUYHOTO HE(HPOreHHOTO
HecaxapHoro auabera (cM. Tabm. 1). Cynoporu Bbipa-
JKEHBI B BEPXHHUX U HIDKHUX KOHEUHOCTSIX, 00yCIoBIIe-
HBI TUIOKAJIMEMHEH U THUIIOMarHueMueil (BCleICTBUE
MOYEYHOH MMOTepH U CHUXKEHHUS BCACHIBAHUS B KHIIICY-
nuke Maraust) [9]. [1o qaHHBIM JTUTEpATYpBI, TPUOIH3H-
TenbHO Y 10% nanueHToB oTMedeHa TeTaH!sl HA MOMEHT
MOCTaHOBKH AUArHO3a. XOHJPOKAIBLHUHO3 (1ETO3UTHI
KanpLus nmupodocdara u apTput) 00yCIOBICH XPOHHU-
YECKOHU TshKeNnol runomarauemueii [43, 45]. Y nauu-
€HTOB C BBIP@YKEHHBIMHU SJIEKTPOIUTHBIMH TOTEPSIMH,
Kak IIPaBUJIO, CHU)KEHO apTepralibHOe aBieHue [44].
OcCHOBHBIMH J1a00paTOPHBIMH pa3nuuusIMu oT baprrep
CHHJIpOMa SIBJSIIOTCS pe3Kasi TUIIoMar HueMust (Ti1a3MeH-
Has KOHLeHTpauus Mg’ < 0,5 MakB/11 ipu HOpMe > 3,5
MDKB/JT) ¥ TUTIOKaIbIypus (BbiaenaeHue Ca?* ¢ Movoi
< 2 MI/KT/CyT ipu HOpMe 2—7 MI/KT/CyT).

Knuanveckas xapakTepucTHKa pa3IMYHbIX THIIOB
Baprrep cunapoma npuseneHa B Tadi. 4 no M. Peters,
N. Jeck, S. Reinalter u coasr., (2002) [46].

JMATHOCTUKA BAPTTEP CUH/IPOMA

Jluaruo3 craBUTCsl HA OCHOBAHHH:

1. HaTYUS TOMYPUH, TTOJUIUTICHY;

2. IepUOANYECKH BO3HUKAIOIINX PBOTHI, aHOPEK-
CHH, IUapeu, BeAYIUX K JAerupaTalum;

3. TUIIOKAIMEMUYECKUX [1ape30B, THIOKAIbIHEMH-
YECKUX CYA0pOT;

4. camxenns B kpou K-, Na*, Cl, Ca*, Mg";

5. casura KOC B cropoHy MeTabom4eckoro aj-
Kajo3a;

6. yBEJIIMYCHUS PEHHMHA, aJIbJIOCTEPOHA, IPOCTa-
rnanauHa E, B kxposu;

7. moBbieHHo# skckpernuu Ca?’, K* (6onee 20
MMmonb/cyT), Na*, Cl', npocrarnanauna E, ¢ Mo4oii;

8. HOpMAJILHOTO WJIM HECKOJIBKO CHUKEHHOTO A/Jl;

9. OLIeHKH (PyHKIMOHATBHOTO COCTOSIHUS [IOYEK 10
po6e Pebepra, onpenenenus pH Mouu, onpeneneHus
KpeaTHHUHA, MOYEBHHBI, MOUYEBOW KUCIIOTBI;
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10. ocMoTpa okyircTa ( ¢ LeNblo HCKIIOUSHHUS 11a-
TOJIOTHH IJ1a3);

11. BBISIBJICHUS] HEHPOCEHCOPHOH TYTrOyXOCTH;

12. KOHCY/IbTalMy HEBPOIIATOJIOra (3aAep>KKa ICH-
XHUYECKOTO PA3BUTHUS MM YMCTBEHHAs OTCTAIOCTD).

[IpenaranpHast tuarnoctuka Bkitouaet Y31 (MHO-
roBOJlMe) WIN omnpezesieHue anbda-peronporenHa,
aHaIM3a OKOJIOIUIOAHON KHUIKOCTH, KOHIICHTPALH
XJIOpUJIa aMHHOTUYECKON JKUAKOCTH (KOHIIEHTPALHS
Cl' aMHHOTHYECKOM KHUJIKOCTH B HOPME COCTABIISIET
109 mMaKB/71 ipu cpoke OepemenHocTr oT 25 nea u 107
MT-9KB/J1 Tipu cpoke 37 Hen) [47—49].

IF'EHETUYECKOE TECTUPOBAHUE Cuu-
TalOT, YTO MHOXKECTBO MYyTalui, OONbLIONW pazMep
YYacTKOB B T'€HE, BHyTpHUCEMEHAs HEOAHOPOIHOCTD
U BBICOKasl CTOMMOCTbH OIpPaHHYMBAIOT NMPUMEHEHHE
MOJIEKYJISIPHO-T€HETHYECKOTO HccieoBanus [16].

JIU®DEPEHIIUAJILHBIN JIMATHO3

MPOBOAUTCS CPEH CUHAPOMOB, IIPH KOTOPBIX HAH-
OoJiee yacTo BCTpeYaeTcs TUIMOKaTHEMUsI:

- IEPBUYHBIN aJIbIOCTEPOHU3M;

- PEHUH CEKPETUPYIOIIUE OITYXOJIH;

- IOYEYHBIN KaHAJbIEBbIH alu103;

- curpom Jlnamna;

- pPBOTa MJIM OTCACBIBAaHUE >KEIYJOYHOTO COAEp-
KUMOTO;

- riceBno-baprTep cMHAPOM — NMPU3HAKHU TICEBIO-
Baprrep cunapoma BEISBISIIOTCS IPH MyKOBHUCLIMIO3E,
CKPBIBAEMOM JUIUTEILHBIM IPUEME TUYPETHKOB, XPO-
HUYECKOM ITPUMEHEHUH XJIOpAE(HUIIUTHON AUETHI, Oy-
JIMMUH, IEPUOMYECKH BO3HUKAIOLIEH PBOTE, 3710yIO-
TpeOieHUH CabUTeTbHBIMH.

JIEUEHUME BAPTTEP CUH/IPOMA

PexomeHayI0T O€pEMEHHBIM MPU BBIPAXKEHHOM
MHOTroBojue, ¢ 31-ii Hefenn Ha3HauYeHHE HECTEPOUI-
HBIX POTHBOBOCHIANNTENBHBIX Npenaparos (HIIBIT)
JUTsl IOZIABJICHUS] CUHTE3a MpocTarianaria E u cHu-
JKEHMSI CKOPOCTH CEKPELIMY AMHUOTUYECKOM KUJIKOCTU
[49]. Onnako HazHauenue HIIBII sxenmunam Ha 32-i
HeJiesie 0epeMEeHHOCTH MITH TI03Ke MOYKET IPUBECTH K
MIPEKAEBPEMEHHOMY 3aKPBITHIO apTEPUATIBLHOIO MPO-
Toka. Takum 0Opa3om, JieueHHE KEHILUH C TSHKEIbIM
MHorosozueM Bo Bpems I1I TpumecTpa GepemeHHOCTH
TpeOyeT NepHOANIECKOro IpeHaka OKOJIOIUIOAHBIX BOJ
wi ecim ucnons3ytorest HIIBC. Heobxonumo mosTop-
HOE yJIbTPa3ByKOBOE MCCIIENOBAHUE JUIsl OLICHKU Pas3-
BUTHSI TPEXCTBOPUYATOTO KiianaHa. [IpennoyrnrensHoi
HavyaJIbHOM Tepamnuei y nanueHTos ¢ baprrep cunapo-
Mo siBisieTcst coueranne HIIBIT (marnOurops! cun-
Te3a NPOCTaIIaHAMHOB) U KaInicOeperaommx Mmoye-
TOHHBIX, TAKMX KaK CIIMPOHOJIAKTOH WM aMUJIOpH ] (B
no3e 10 300 mr/cyT u 40 Mr/cyT COOTBETCTBEHHO). Te-
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Tabnuua 4

KnuHnyeckas xapakrepucTuka pa3ninyHbix TMNnoB baprtrep cuHgpoma
[Peters M., Jeck N., Reinalter S. et al., 2002] [46]

XapakTepucTtumka AHTEHaTasbHbIN AHTEHaTasbHbIN Knaccuyeckun BC IV 'MTensmaH cMHOpPoOM
BCI BC Il Antenatal BC Il BS IV (BSND) Gitelman's S
Antenatal BS | BS I Classic BS I
KaHnan NKCC2 ROMK CIC-Kb CIC-Kb; NCCT
Channel CIC-Ka
PacnonoxeHune /Location | TAL TAL, CD TAL, DCT TAL, Innerear DCT
len / Gene SLC12A1 KCNJ1 CLCNKB BSND SLC12A3
Xpomocoma 15g15-21 11924 1p36 1p31 16913
Chromosome
MHorosoaue MpucytcTeyeT MpucyTtcTByeT O6bI4HO OTCYTCTBY- | MpucyTcTBYET OTtcyTcTBYyeT
Polyhydramnios Present Present et Usually absent | Present Absent
lecTaumoHHbIN Bo3pacT | MNpexaeBpemMeH- |MpexaeBpemMeH-| CoOTBETCTBYET MpexneBpemeH- | CoOTBETCTBYET
Gestational Age Hble / Preterm Hble / Preterm Term Hble / Preterm Term
HavanbHble npossne- Antenatal Antenatal <1rop Antenatal 6-13 net
HUA <lyear 6-13 years
Age of onset
CumnTOoMBI Monunypusa Monunypwus Mmnokanuemuns Monwnypws, ry- Mmnokanuemwns, cyno-
Symptoms Polyuria Polyuria Hypokalemia xoTa poru
Failure to thrive Polyuria, Deafness | Hypokalemia, Tetany
Okckpeums Ca Bbicokas Bbicokas YmepeHHas Bbicokas Mmnokanbunypus
Urine Ca excretion High High Moderate High Hypocalciuria
HedpokanbumHo3 MpucyTcTeyeT MpucyTtcTByeT OO6bIYHO OTCYT- MpucyTcTyeT OTcyTtcTBYET
Nephrocalcinosis Present Present cteyeT Usually Present Absent
absent
Marnui B KpoBu HopmarbHbIn HopmasnbHbIn Husknn unn Hop- | HopmanbHbIn Bcerpa HU3knin
Magnesium Normal Normal ManbHbI Low or Normal Always Low
normal
YpoBeHb npocTaraH- | YBenuyeH YBenuyeH YBenuyex YBenuueH Bnunskun kK Hopme
OVHa B KPOBU Increased Increased Increased Increased Near Normal
Prostaglandin level
JKcKpeums npocTa- YBenuyeHa YBenuyeHa YBenuyeHa YBenuuyeHa HopmanbHas
rMaHOnHOB C MO4YOM Increased Increased Increased Increased Normal
Prostaglandin Excretion

MpumeyaHune. BS — Bartter Syndrome; BC — bapTTtep cuHapom.

parnusi HHAOMETAI[MHOM U IIpenaparaMy Kajus pela-
eT npolnemy nporuosa baprrep cunapoma.

M. Vaisbich u coasr. (2004) [50] mokazanu 3¢ dex-
TUBHOCTh MPOJODKUTEIBHOM Teparui UHIIOMETall-
HoM. Ha ¢one npoBonumotii tepanuu y nereii ¢ bapr-
Tep CHHJIPOMOM TIOBBIIIAETCs ypoBeHb K* B CHIBOpOTKE
KPOBH, CHUKAETCsI MeTaOOTMUECKU allkaio3, yMEeHb-
maetcs runoMarauemust [S1, 52].

Jleuenue baptrep cuHapOMa JOJIKHO OBITH ITOKHU3-
HEHHBIM, HAIIPaBJIEHO HA MUHUMU3ALIUIO TTIOCIIEICTBUI
BTOPUYHOTO YBEJINYEHUS [TPOCTAITIAaHIUHOB, PCHUHA,
aJbJIOCTEPOHA, ycTpaHeHHue NedunnuTta oobema Ku-
KOCTH H DJICKTPOJIMTHBIX HAPYIIEHUH.

[ns tepanuu baprrep cuHApoMa y JeTel peko-
MEHIYIOT: UHJIOMETAIlMH — MepOpaibHO B J03¢ 3—6
MI/KT/CYT; B OoJiee HU3KUX ja03ax 1,5-3 MI/Kr/cyT u
CIUPOHOJIAKTOH 5 MI/KT/CyT, B 03¢ 1,5—2,7 Mr/kr/cyT
(2,1-0,7mr/kr). OCNOKHEHUSIMH, BOSHUKAIOIIUMU TIPH
Tepanuy MHIOMETAIMHOM, SIBISIOTCS TacTPHT, S3Ba
xemynka [7, 34, 50]

CeleKTUBHBIH MHTHOUTOP IIMKIOOKCUI'€HA3bI-2 —

refecoxib B HauanbHOU n03e 0,6-0,7 Mr/kr/cyT [50].
[TpumeHeHue MeHee TOKCUYHOTO TIperapara u3 rpyI-
bl uHrHOUTOpOB LIOT'-2 podhexokcnda rnokazano cHu-
JKCHUE TTOJTNY PUH, TUTIEPIIPOCTANTIAHJUHY PUH, THIIEP-
KaJbLIMYpPHH U He(hPOKAITBIIUHO3A.

Jleuenne kanuiicOeperaronMu Ty peTHKaMu (Be-
POLINUPOH — CITUPOHOIAKTOH) IAET XOPOIIUi 3PP eKT
[34, 36]. Y nanueHToB ¢ TUIIOKAIMEMUEH, Kaniicoe-
peraroie TuypeTHKH, Kak mpasuio, oonee 3ddek-
TUBHBI U JyYIIe TEPEHOCATCS, YeM KaJIWH MUILEBBIX
n00aBOK. PekoMeH1y 0T penaparsl KaJius: lTaHaHTHH,
7,5% pactBop xyopuaa Kaiaws u npyrue. CauTaroT, 4To
Ha3zHa4YeHNE MHTMOUTOPOB AaHTMOTEH3WHA — AHTHOTEH-
3uH npeBpatatorero pepmenta (AI1D) cHikaet npo-
M3BOACTBO aHTHOTeH3uHa [l 1 anpmocTepona [53, 54].
OniHaKO OCTPOE CHIKEHUE YPOBHS IUPKYIAPYIOIIETO
anruotensuna [l va pone npuema unrnduropos AI1D
MOKET TMPHUBECTH K CUMITOMAaTHYECKOH TMITOTCH3UH
y nanueHToB ¢ baprrep nnu I'urensMan CHUHAPOMOM,
4TO TpeOyeT MCIIOIb30BaHMs IEPBOHAYATBHO HU3KUX
no3 [55]. B otmmume ot baprrep cunapoma, npu I'u-
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TenbMaH cuHapoMme skckpeuun PGE2 B Hopme, mo-
stomy npuem HIIBII ne onpaBaan [56]. HauanpHas
Tepamnus y NaueHToB ¢ bapTrep cuHAPOMOM cOCTO-
UT U3 Ha3HAYCHUsI KaluiicOeperaommux MOUYeroHHbIX
(ctimponomnakroH B o3¢ ot 200 no 300 mr/cyT) [57].

[Ipu geruaparanuy nauueHTam MoKa3aHbl BHYTPHU-
BEHHbIE KareJbHble MH(Y3UH XJIOpUAa HAaTPUs, XJIO-
puna xanusi, pactBopa Punrepa.

[Ipu rumomMaraneMun Ha3HAYArOT MPenapaThl Mar-
Hus (o 10-20 mMakB/cyT). YeTpaneHue runomMarame-
MHH CIIOCOOCTBYET HOpMaJIM3aLM1 YPOBHS KUl y T1a-
LMEeHTOB ¢ ['urenbman cunapomoM. [ 1aBHOE ycioBue
YCIIEUTHOTO JieueHUst [ uTesbMaH CHHpOMa — 3aMelle-
HUE MOTePb MarHus Ha NPOTSHKEHUH BCEH JKU3HU I1a-
1uenTa. 3aMecTUTENbHas Tepanus ¢ nomorso MgCl
M03BOJISIET YACTMYHO KOPPUTHPOBATH MIIOMarHue-
MHIO. DTO JTa€T BO3MOXHOCTb MPEAYIPEAUTh Pa3BH-
THE CUMIITOMOB T€TaHUH U BOCHIOJIHUTH TIOTEPH XJI0pa.

TpaHcrulaHTanus MOYEK peraeT npoodiemMy mpo-
rHosa npu baprrep u ['urensman cunapomax. Penu-
JBa 3a00J1€BaHMs TOCIIE TPAHCIUIAHTALIUK HE OTIHCa-
Ho. TpaHcIUTaHTaNus TOYEK BHITIOIHEHA B HEKOTOPBIX
KIMHUYECKHX CIIy4yasiX y MalUeHTOB ¢ MOYEYHOU He-
JIOCTATOYHOCTBIO WU C OCIIOKHEHUSMH, CBI3aHHBIMU
C TUIIOBOJIEMHUEH, SJIEKTPOIUTHBIMU HAPYLIEHUSIMH 1/
WK HepoKaIbIHHO30M [58].

OkcnepuMeHTanbHast Tepanus, 3Q(HEeKTHBHOCTD
KOTOpPOM M3y4aeTcs, OCHOBaHA Ha TOM, YTO HEKOTO-
prle myTanuu cuHapomoB ['urensman u baprrep co-
MIPOBOXKAAIOTCS POCTOM (PYHKIMOHAIBHO HOpPMallb-
HBIM TpaHCIIOPTEPaM, KOTOPBIE M30JUPOBAHBI B pa3-
JIMYHBIX BHYTPUKJIETOUHBIX YUaCTKaX U, CJIeJOBaTEIIb-
HO, HENPABUJILHO BCTPOEHBI B KJIIETOUHYIO MEMOpaHy.
Ecnu ux ycremHo BCTaBisATh B KJICTOYHYIO MeMOpa-
HY, 3TU TPAHCTIOPTEPBI MOT'YT OBITH TIOJIHOCTBIO (DYHK-
LUOHAIBHBIMU M MIPUBOJAT K YACTUYHOMY yCTpaHe-
Huto nedexTa (mpu cuaapome [ urenbman ¢ MyTauuei
B THa3u[J — uyBcTBUTENbHOM Na-Cl koTpaHncnoprepe,
npu baprrep cunnpome (tum II) B kananax ROMK).
Hcnonb3oBanne MONEKYISPHBIX LIANIEPOHOB (ILare-
POH- MOJIEKYJIbI )KUBOH KJIETKH, BOCCTAHABINBAIOIINE
MEePBOHAYATBHY0 KOH(POPMAIHIO OEITKOB, TIOIICPKHU-
BaIOILIME UX B TAKOM COCTOSTHUH, KaK OyATO OHHU TOJIBKO
YTO CHHTE3MPOBaHbI HA puOOCOMax, TaKUX Kak 4-ge-
HWIOYTHUPAT) MOXKET YIYYLIUTh JOCTABKY U BCTaBKY
(YHKIMOHHMPYIOIIUX IPOTEMHOB B KIETOUHYIO CTEHKY
Y 4aCTUYHO BOCCTaHOBHUTH peabcopOumio NaCl [59].

[lepBbie nposiBnenus baprrep cunapoma quarHo-
CTHPYIOT B OCHOBHOM B I'DY/JIHOM, pPaHHEM BO3pacTe,
pexe Bo B3pociioMm Bo3pacte [1, 7, 12, 13, 15, 16, 34,
60]. [Iporuo3 baprrep cunapoma cepbe3HbIid. 3a00-
JieBaHUE MPOTEKAET TSHKENo ¢ 00e3BOKMBAHUEM, TH-
MOKaJIMEMUYECKUMH Tape3aMu CKeJIETHOW MYyCKyJia-
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TypHI U KUIIEYHHUKA, apuTMHUsIMH cepaua. [Ipu otcyT-
CTBHH aJIeKBaTHOM NOKM3HEHHOH Teparnuu JIeTaJIbHbIN
MCXOJ] BO3MOYKEH BCJIEZICTBHE TMIIOKAaIMEMHUU (OcTa-
HOBKH CepAla), 00e3BOKUBAHUS, BTOPUYHBIX HH(EK-
uuii. BosMoxHO niporpeccuposanue baprrep cunapo-
Ma B XIIH B nerckom Bospacre. IIpu anekBaTHol Te-
panuu nanueHTs! ¢ baprrep cuHAPOMOM MTPOIOIKAIOT
HaOmonaThes B3pOCiIoi HeQPOIOTHIECKOH CITyKOO0H.
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KWCTO3HbIE BOJIE3HM MOYEK Y OETEN (OB30P JIUTEPATYPbI)

E.F. Andreeva, N.D. Savenkova

CYSTIC KIDNEY DESEASE IN CHILDHOOD (REVIEW OF LITERATURE)

Kadepnpa dakynbretckon negnatpum FBOY BrNO CaHkT-MeTepbyprckoi rocyaapCTBEHHON NeanaTpruyeckon MeamuUmMHCKon akagemMmm MnHs-

ApascoupassuTus, Poccns

PEDEPAT

00630p nuTepatypbl 0606LaeT cBeaeHnss 06 0COOEHHOCTAX Pa3BUTUS U TEYEHUS, NCX0Oe HACNEeACTBEHHbIX, BPOXAEHHbIX U
NPUOBPETEHHBIX KNCTO3HbIX 60NE3He NoYek y aeTei. MpeacTaBneHbl anropuTM AUarHoOCTUKM U COBPEMEHHbIE HaNpaBieHNs

B JIeYEHNU KMCTO3HbIX 6oNesHen.
KnioueBble cnoBa: KMCTO3HbIE 60NE3HM NOYeK, AETU.

ABSTRACT

The review of literature summarizes data on features of development and of a current, data on outcomes of the hereditary,
congenital and acquired cystic diseases of kidneys at children. The algorithm of diagnostics and the modern directions in

treatment of cystic diseases are presented.
Key words: cystic kidney disease, children.

AKTyaJbHOCTh MPOOJIEMBI KUCTO3HBIX OOJe3HEH
MoYeK y neTeil o0ycioBieHa OOJBIION pacmpocTpa-
HEHHOCTBIO, 0COOCHHOCTSIMH Pa3BUTHS, JIOKATH3aLUH
U TEYCHUs, OTCYTCTBHEM COBPEMEHHBIX METOJIOB Jie-
YeHUSs1, CIOCOOHBIX YCTPAHUTD TIPOSIBIICHUS U OCIIOXK-
HEHHMSI, IPOTPECCUPOBAHIE B IOUYCUHYIO HEIOCTATOU-
HOCTb. B 3aBHCHMOCTH OT MPHYWH, MPUBOASALINX K
(OpMHPOBAaHUIO KUCT, BBIJCISIOT HACIEICTBCHHBIC,
BPOXKJICHHBIE WIIM IPUOOPETCHHBIE KUCTO3HbBIE O0IIe3-
HU 1ouek [1] (tadm. 1).

Onpeoenenue. Iloueunas KucTa —3T0 3aKpbITas MO-
JIOCTb WIT CETMEHT HepOHa, TUIIaTUPOBAHHAS 10 T1a-
metpa 200 MM 1 6osee. KrcTo3Has modyka — 3T0 Mouka,
cozieprkainas 3 Takue KUcThl U Oonee. Kucrosnas 6o-
JIE3Hb MTOYEK — 3TO KIIMHIUYECKOE MM TaTOIOTH4eCKoe
COCTOSIHHE, CBSI3aHHOE C KHCTO3HBIMU TIOUYKaMu [2].

Knaccupukanus KMCTO3HBIX 00J1e3He
(KHCTO30B) NMOYEK

He cymiecTByeT equHON OOLICTIPUHATON KJaccu-
¢dukauy KUCcTO3HBIX Oone3Hel mouek. CyliecTBy-
1T Oosiee 20 kiaccU(pUKaIMi KUCTO3HBIX OOJIe3HEH
MOYEK, B OCHOBE KOTOPBIX JISKAT MaTOreHETHUECKHUE,
MopdoIoTHYecKre, peHTICeHOJIOTHYECKHEe, KIIMHUYe-
CKHe MpOosiBIIeHNs. B KITMHUYECKoli MTpakTUKe Hanbo-

Cagenkosa H./I. 194100, Canxr-ITetepOypr, ya. Jlutosckas, 1. 2. Kade-
npa dakynasrerckoit nequarpun ['BOY BITIO Cankr-IletepOyprekoit ro-
CyIapCTBEHHOM NeANaTpuieCcKoi MEANIIMHCKON akaaeMun MuH3apas-
conpassutus. E-mail: Savenkova@ns12254.spb.edu
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Jiee 4acTo MCIONb3YeTCs KlacCH(PUKAIMSI KUCTO3HBIX
HapyIeHui nouek, npempioxkenHas K. Zerres (1996),
KOTOpasi IpuBeaeHa B Tadi. 2 [1].

Krnaccudukanus KUCTO3HBIX 3a00I€BaHUN TTOYCK
y mwioxaa (tadi. 3) paspadorana F.E.Avni (2006) aus
MPUMEHEHUS B aKyIIepcKoi mpakTuke [3].

CornacHo MexTyHapoTHO! CTaTHCTUYECKOM Kiac-
cudukanum 6one3Hel u mpodieM, CBA3aHHBIX CO 3/10-
poseeM (MKB, X nepecmorp), Kucto3nsie 6ones-
HU TOYEK PacCMaTpUBAlOT B KJlaccax M IMOJKIaccax:
N28.1 — Kucra nouku, npuodperennas. Kucra (MHo-
JK€CTBEHHas1) (OJMHOYHAs) MOYKH MpUOOpEeTeHHas;
Q61 — Kucrosnas 6omne3ns noyex; Q61.0 — Bpoxnen-
Hast OMMHOYHASI KUCTa TOoYKHU. KrcTta mouku (BpoXkIeH-
Has) (omuHouHaA); Q61.1 — [TonukucTo3 mouku, AeT-
ckuii Tum; Q61.2 — [ToMMKUCTO3 MOYKH, THUIT B3POCIIBI;
Q61.3 — INonukKuCcTO3 MOYKU HEYTOUHEHHBIH; Q61.4
— Hucrmnazus mouku; Q61.5 — MenyuisipHbIi KHUCTO3
nouku. ['youatocth nmouku; Q61.8 — JIpyrue KucTos-
Hble Ooie3HU TToueK. DUOPOKUCTO3: MTOUKH, TTOUSHHAS
nereHepanus win 6ome3ns; Q61.9 — Kucro3nas 0o-
JIe3Hb Io4eK HeyTouHeHHas. Cunnpom Mekkens—I py-
6epa; Q60.6 — cunapom Iorrepa. B katanore «Men-
JIeJIEBCKOE HACJIeJJOBaHUE Y YeJIOBEKa: KaTaJor Yelo-
BEUECKUX FCHOB M TeHeTHIecKuX Oose3nein» (OMIM)
HacIe/ICTBEHHbIC KHCTO3HBIC OOJIC3HU MOYECK UMEIOT
M pbl reHOB/(DEHOTUTIOB: ayTOCOMHO-JOMHHAHTHBIH
nonukucTo3 mouek — 601313/173900 (PKD1),
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Tabnuua 1

TepMUHONOrua KNUCTO3HbIX 601e3Hen No4Yek

B oTeuyecTBeHHOM nuTepartype

B 3apybexHon nutepartype

KncTosHble 6onesHn

KncTtosbl noyex

MonukncTosHas 6one3Hb NoYek

MonnkncTo3 noyek ¢ ayToCOMHO-AOMUHAHTHBIM TUMOM Hacie-
nosaHusa (AOMNM)

MonukucTo3a novek B3pocnoro Tuna (AAMMN1, AAMNN2)
MonnkMCcTOo3 NoYek ¢ ayTOCOMHO-PELLECCUMBHBIM TUMOM Hacneno-
BaHus (APTIIM)

MonnkncTo3 noyek AeTckoro Tuna, rmoMepynsapHas KMCTO3Has
(rnomepynokncTo3Has) 601e3Hb NoYeK

MepynnsipHast kncto3Has 6oneaHb noyvek (MKB1, MKB2)
HedpoHODTUS (IOBEHUNBHBIN, NHPAHTUNBHBIA NN PaHHWUIA, NOA-
POCTKOBBI NN KOHOLLECKNIA, B3POCbIA BApUaHTbI)

Ty6epo3HblIi (ByropyaThblil) ckepos

MynbTUKMCTO3Has noyka

MepynnsipHaa rybyaTas noyka

lMpocTas kncta NoYkn

Cystic renal diseases

Cystosis of kidney

Polycystic kidney disease (PKD)

Autosomal dominant polycystic kidney disease (ADPKD)
Adult polycystic kidney disease (Adult 1/PKD1, Adult 2/PKD2)
Autosomal recessive polycystic kidney disease (ARPKD)
Infantile polycystic kidney disease

Glomerulocystic kidney disease

Medullary cystic kidney disease (MCKD1, MCKD2)
Nephronophthisis (juvenile, infantile, adolescent, adult forms of
NPHP)

Tuberous sclerosis
Multicystic dysplastic kidney
Medullary sponge kidney
Simple renal cyst

Tabnuua 2
Knaccudukaumsa KUCTO3HbIX HAPYLUEHUI NoYeK
[Zerres K., 1996]

AyTOCOMHO-PELLECCUBHBIN TN NOMKNCTO3a noyek (Tuna rNot-
Tepl)

[MoyeyHble U NeYyeHoYHble N3MeHeHUs no Tuny Motrep | kak
YyacTb CUHApPOMA

2. AYyTOCOMHO-A0MWHAHTHbIM TUM NOANKMCTO3a noYyek (Tun MoT-
Tep )

2.1 PacnonoxeHue B 16p xpomocome (PKD1)

2.2 PacnonoxeHue B 4p xpomocome (PKD2)

2.3 PacnonoxeHne B Hen3BecTHON xpomocome (PKD3) — Hu B
16p, HX B 4p XpOMOCOME

3. KuctosHas gucnnasus (BCer Novkm Unm ee CErMeHTa)

3.1 Cnopagnyeckas, MHOrodaktopHas

3.2 Agmcnnasuns (ayToOCOMHO-A0MUHAHTHBIN TUM HACNEO0BaHNS)
3.3 C ayTOCOMHO-PELLECCUBHBIM TUMOM HacnenoBaHus (?)

3.4 C X-cuenneHHbIM TUMNOM HacnegoBaHus

3.5 PeHorenartonaHkpeatnyeckas gucnnasus (ayToCoOMHO-
PELLECCUBHbIN TUMN HAacNe[0BaHNS)

3.6 KnucrtosHas gucnnasus kak 4acTb CUHAPOMA

4., MnomepynsipHas kKucTo3Hasi 6051e3Hb

4.1 Cnopagnyeckas

4.2 AYyTOCOMHO-A0MWHAHTHas runoniactmnyeckas dopma

4.3 PaHHAa MaHndecTaumsa ayToOCOMHO-A0MUHAHTHOIO Tuna
NoIKMCTO3a NMoYeK

4.4 MNocneactene MOYETOYHUKOBOKN 0OCTPYKLMU (KUCTO3HbIE
noyku Tun MoTTep IV) (He HacnenyeTcs)

4.5 [MomMepynokMcTo3Has 6051e3Hb Kak 4acTb CUHAPOMA

5. MpocTble KUCTbI

6. MprobpeTeHHbIe KNCTbI MoYeK

7. lOBeHUNbHbI HedpoHoDTN3/ MeaynnspHas KucTo3Has 60-
nesHb

7.1 KOBEHUNbHbIV HEDPOHODTN3 (AaYyTOCOMHO-PELLECCUBHbIN
TUN HAacCNegoBaHUs)

7.2 CUHOPOMHBI KOMMJIEKC PeHaNbHO-PETUHANBHOM aucnna-
311 (ayTOCOMHO-PELLECCUBHbIN TUM HAacNe0BaHNS)

7.3 MepynnapHas KucTo3Has 60n1e3Hb (AyTOCOMHO-
LOOMVHAHTHbIN TUMN HacnenoBaHns )

8. MenynnapHas ryéyaTasi noyka

8.1 Cnopagunyeckas

8.2 C ayTOCOMHO-00MWNHAHTHBLIM TUMOM HacnenoBaHUs

8.3 C BpoxaeHHOM remuruneptpodurein (He HacneoyeTcs)

8.4 PaHHAs cTagusa nosankMCTO3HbIX 6oNie3Helr (ayToOCOMHO-
PELLECCUBHbIN 1 aQYyTOCOMHO-O0MWHAHTHbIM TUM HACNEA0BaHUS)
9. BHENApEHXNMATO3HbIE KUCTbI MOYEK

9.1 AnBepTurKyn Yaleykm

9.2 OkononoxaHo4yHasa NMM@aHrnakTasms

9.3 OkononoyeyHas kmcta

Tabnuua 3
Knaccudunkaunsa KUCTo3HbIX 3a6oneBaHuii
noyek y nnoaa [Avni F.E. et al., 2006]

AP

AOnn
momepynokncTo3Has 6051e3Hb NOYeK

[eHeTn4yeckme 3a-

6oneBaHus
(MepynnapHas) KUCTO3Hasa aucnnasng, ac-
COLMMPOBAHHAs C CUHAPOMaMM
Aduncnna3us noyek
MynbTUKMCTO3HAsA ANcnasus NoYkm
O6CTPYKTUBHAsA KNCTO3HAsA AMCIasns
HereHetnyeckune
HereHeTnyeckmne HeamcnnacTUYeCKmE KUCTHI
3aboneBaHus

MpocTtas kncta
MynbTunokynspHas kucrta
MepynnsipHasa rybyaTas noyka

173910/613095 (PKD2), ayTocoMHO-perecCUBHBIN
MOJINKKUCTO3 Mmovek — 606702/263200 (PKHD1), rio-
MepyJaoKHCcTO3Has Oose3np mouek — 191845/609886
(UMOD), menymusipHasi KUCTO3HasA OOJE3Hb IO-
yek — 174000/174000 (MCKD1), 191845/603860
(MCKD2), nepporodptusz —607100/256100 (NPHP1),
243305/602088 (NPHP2), 608002/604387 (NPHP3),
607215/606966 (NPHP4), 608539/611498 (NPHP7),
609799/613824 (NPHPY), 609884/613550 (NPHP11).
Honukucmosnan 601e31b nouex

TepMHH «TTOTMKUCTO3HAST 0OJIE3HB MOYEK» BKIIIO-
gaeT B ce0s BCe cirydan oOpa3oBaHUS MHOMKECTBEH-
HBIX KHCT B O0EHX TOYKaX B PE3yNbTaTe MPOSIBICHUS:
1) ciy4aiiHOW aHOMANHH Pa3BUTHS, 2) IPHOOPETEH-
HOW TIaTOJIOTHH — BO3PACTHBIE M3MEHEHUS B MOYKAX,
MIpHeM TOPMOHAIBHBIX TPENapaToB U JAPYTHX JieKap-
CTBEHHBIX CPEJICTB, IPOBEICHNE TeMOINAIN3a; 3) Te-
HETHYIECKOTO CHHApPOMA; 4) HacIeACTBEHHON TIaTOJIO-
ruu (AL, APIIII, rmomepymnspHass KHCTO3HAsE 00-
JIE3HB ITOYKH, HePPOHOPTH3, MEITY/UIIpHAs KHCTO3HAS
OomnesHp movkH). HacitencTBeHHBIE OPMBI ITOTHKH-
CTO3HOH OOJIE3HU TOYEK COCTaBISIOT OOIBITUHCTBO
ciry4aeB Oone3Hu. Kncro3Hoe n3MeHeHne MoYeK sB-
JIIeTCsT KIIMHAYECKUM Tipu3HakoM Ooree 100 reHetn-
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4ecKuX CHHIPOMOB [4—6]. [lomukucro3nas OoJie3Hb
[IOYEK MOXKET SBJISTHCS MPOSBICHNUEM IUCIUIa3HH CO-
€IMHUTENIbHOM TKaHU.

B nHacrosee BpeMs SKCIEpUMEHTAIBHO 10Ka3aHbl
HapyIlIEHUs B SMUTEINN KaHAJIbLIEB, KOTOPBIE 10MOJ-
HSIIOT APYT Apyra npu GOpPMUPOBAHUH U IPOTPECCUB-
HOM YBEJIMYEHHMH pa3Mepa KUCT MoYeK: THIepIIa3us
B Pa3JIMYHBIX CETMEHTaX He()POHA, YTO CIIOCOOCTBYET
YBEIMUEHHUIO 00BEMa MIOYKH; CEKPELsl B IPOTHBOIIO-
JIO)KHOCTH a0COPOLMH NPUBOAUT K HAKOIICHUIO BHY-
TPUKaHAIIBLIEBOH JKUIKOCTH; AHOMAJIUU CTPYKTYPBI 1/
WM (PYHKLIMH SKCTpaleIUIoNsipHOro Marpukca (31M)
KaHaJbIEB U3MEHAIOT MUKPOCPENY SIUTENNs, YTO B
JalbHEeHIIeM CTUMYIIUPYET Npoinudepatuio 1 cexpe-
uuto [6]. B mocnennux paborax mokazaHo yrHETCHHE
[IPOLIECCOB AIONTO3a B KJIETKaX MUTENNS KaHAJIbLIEB
npu AJIIII na pannem stane, npu APIIII nonasne-
HUE arornTo3a SIUTEIHAIbHBIX KIETOK KaHajbla 00-
Hapy>XEHO TOJIBKO Ha MO3JHeH cTaguu 6onesnu [7].

Aymocomno-0oMUHAHMHBLIL U AYMOCOMHO-
peueccusnbvlii NOIUKUCINO3 NOYeK

B ocnoBe nonukucrosza nouek (I111) nexut Hapy-
LIEHUE CTPYKTYpPbl OpraHa B pe3yJbTaTe 3aMelleHus
YacTH MapeHXUMbl KUCTAMU pa3jIMYHOro pa3Mepa Ha
YpOBHE MPOKCUMAJIbHBIX M JUCTAJIBHBIX KaHAJbLIEB,
cobuparenbHbIX TpyOouek. B 3aBucumocTu ot THma
HACJIeJJOBaHUs BBIACISIOT JiBa BapuaHTa 3a0oieBa-
HUS: TIOJIMKUCTO3 NIOYEK C ayTOCOMHO-IOMUHAHTHBIM
tunom Hacienosanus (AT, «B3pocneiity Tum) u
[OJINKKCTO3 MOYEK C ayTOCOMHO-PELIECCUBHBIM TH-
nom HaciegoBanus (APII, «uHbaHTUABHBINY,
«JEeTCKUI» THI), OTIHYalomuecs no Mophosoru-
YECKON KapTHHE, KIMHUYECKUM IPOSIBICHUAM, MPO-
rao3y. [Ipu AJIIII] MHOXeCTBEHHBIE KPYIIbIEe KUCTBI
Pa3NUYHBIX pa3MepoB 0Opa3ylOTCsl BO BCEX CErMEH-
Tax He(ppoHa U pacrpeessoTcs 0 BCel apeHxume
MOYKH, OBICTPO TEPAIOT CBA3D C KaHAJIbIEM HepoHa.
[Tpu APIIII KKCTBI UIMEIOT BHITAHYTYIO (GOPMY, MEHB-
e B pa3Mepe M NPENCTaBIsIoT coOol pacHmupeHue
coOupaTenbHbIX TPYyOOUYEK, COXPaHSIOT CBA3b C He-
(dbponom [6, 8, 9]. F.E. Avni u coasr. (2006) npuBonst
i depeHnnanbHO-TMarHOCTUYECKUE XapaKTePUCTHU-
KM TIpH BBIABIEHNH KKCT Tpu Y 3U nouexk y moaa [3].
Hunst 6onpmmHcTBa cinyyaeB APIIII xapakrepHo 3Ha-
YUTEJIbHOE YBEIMUEHUE pa3MepoB nodyek. Kucrel npu
APIIIT manenbkue (MeHee 1 cMm), penko BCTPEUArOTCs
oncanus kuct oonee 1 cm B tuametpe [10]. I[To cob-
CTBEHHBIM JaHHBIM, CPEAHUNA AMAMETp MUHHUMAJIb-
HBIX U MakcUMalbHBIX KucT mouek npu APIII mo
Y31 Ha MOMEHT MX NEPBOro BBIABIECHUS (B BO3pacTe
2,0+0,5 mec) cocraun 0,24+0,01 cm u 0,4+0,02 cm
[11]. Pasmep kuct npu AIIII y neteii B OoibIIMH-
cTBe ciaydaeB Oosiee 1 cm, pexxe — Oonee 3 cM. bomb-
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e (6onee 3 cM) kucThl 110 Y3U sIBISIIOTCS JMarHo-
ctuaeckuM npusHakom AJIIIII [10]. ITo pesynbraram
COOCTBEHHBIX HAOIIOICHHI, MUHUMAIbHBIN 1 MaKCH-
MasbHbIN pazmep kucT nouek npu AJIII no Y31 na
MOMEHT WX IEePBOTO BbIsIBICHUs (B Bo3pacte 8,6+3,9
roga) coctasui 0,61£0,02 cm u 1,77£0,23 cm. Ilpu
9TOM JMHaMHKa POCTa KHUCT B MOYKax y Jered 3a 1
roj HabOmronenus coctaBmia 0,18+0,08 cm (n=36), 3a
3 roma — 0,51+0,04 cm (n=26), 3a 5 aet — 0,72+0,05
cM (n=22), 3a 10 net — 1,54+0,22 cMm (n=10), 3a 15 net
—2,0+0,8 cm (n=3) [11].

Hns Y3U-nuarnoctuxu AT y nui ¢ 50% pu-
CKOM LIMPOKO HCIIOJIB30BATIMCH JUAarHOCTUYECKHUE KPH-
tepun PaBuna [Ravineet D. et al., 1994], onnako BBU-
JIy TETEPOreHHOCTH 3a00JI€BaHMsI UyBCTBUTEIBHOCTD
9TUX KPUTEPHUEB CYLIECTBEHHO CHUKAJIACh B CIydasix
mytaiun B PKD2-rene. B 2009 rony pa3paboranbi HO-
Bole yHU(umpoBanusie kpurepuu AL [Pei Y. et
al., 2009][12]. Cunrasioch, 4TO KIMHIYECKAst MAHU]E-
cranust AT nporcxoauT He paHee TPEThEro — YeT-
BEPTOTO AECATUIIETHS, OTHAKO IaHHBIE JINTEPATyPhI U
COOCTBEHHBIE MCCIIEIOBAHUS TOKA3aIH, YTO MPOSIB-
JieHus1 3a00JIeBaHUs] MOXKHO OTMETHUTD YK€ B IETCKOM
Bo3pacte U y miozaa [11-15], uto cTaBUT nox coMHe-
HHUE TEPMUH «B3POCIIBIN TUID» MOIMKUCTO3HON 00J1e3-
Hu [15]. Cnyuau nposisnenust AJIIIII B Bozpacte 1o
15 ner monmyunnu Tepmun «EO-early onset» — pannee
Haudano [Bergmann C., Zerres K., 2008], a mpu nua-
rHOCTHKE B Bo3pacte 10 18 mec — « VEO-very early
onsety» [Shamshirsaz A. et al, 2005] — «ouens panHee
Haudano» [12].

Oco0eHHOCTH ayTOCOMHO-JOMHUHAHTHOTO H
ayTOCOMHO-PELIECCUBHOTO MOJIMKHUCTO3a MOYEK I10
JIAHHBIM Pa3JIMYHBIX aBTOPOB 00OOIICHBI B TaOIHIIe
48,13, 14, 16-18].

CpaBHUTENBHBIE HCCIIEIOBAHNS T10 YACTOTE MOYEBO-
IO CUH/IPOMa, apTepUaJIbHOM TMIEPTEH3UN U CHIKEHUS
CK® y nereit ¢ AL, oOparuBLIMXCcs B CBSI3H C TIO-
SIBJIGHHEM >KaJo0, M IeTeH cO CIy4ailHbIM BBISBICHHU-
em kuct ripu Y3U (B CBs3U € OTATOIICHHBIM CEMEWHBIM
aHaMHE30M) HE BBISIBUIIM 3HAYMMBIX paziauyuii [19].

AprepuranbHas THIIEPTEH3Hs — CaMO€e paHHEe U Ya-
croe (5-44%) cucremuoe nposieienue A /Iy nereii.
PaszBurne aprepuansHoii runeprensuu npu A /I T o6b-
SICHSIFOT Pa3BUTHEM UIIIEMUU TAPSHXUMBI U aKTUBAIEH
PEHUH—AHTUOTEH3UH—AJIbOCTEPOHOBOM CUCTEMEI [ 11,
19]. YBenuuenue oobeMa modek, 1o JanusiM MPT, sB-
JsIeTCsl MHAMKATOPOM HeOnmaronpusaTHoro ucxona [20].

[Tpu roBermnbHOM hopme APIIII (cormacHo kiac-
cudukaruu H. Blyth u B.G. Ockenden, 1971) nauu-
eHThl umeroT Menee 10% 3aTpoHyTHIX KUCTaMH He-
(pOHOB, OAHAKO TSHKECTH COCTOSHUS 00y CIIaBIMBAIOT
nopakeHus neuenu [16].
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Tabnuua 4

AunarHocTu4yeckune Nnpu3Hakv ayToOCOMHO-A0MMWHAHTHOIO U ayTOCOMHO-PEL,eCCUBHOIo
NoJINKMUCTO3a no4ek [no gaHHbim 3.P.AHgpeeBoii u coaBT., 2008; P.D. Wilson, 2004;
C. Bergmann, K. Zerres, 2008; K.M. Dell, 2011]

MpuaHaku

AOMNM

APIM

YacToTa BCTpeya-
emMocTu

1:250-1000

1:6000-40000

Tvn HacnepoBaHus

AyTOCOMHO-AOMUHAHTHbI

AYyTOCOMHO-PELLECCUBHBbIN

leH

PKD1-85-90% (16p13.31-p13.12)
PKD2-10-15% (4921-g23)

PKHD1 (6p21.1-p12)

AHTeHaTanbHas
ANarHocTuka KucTt
no Y3u

Pepko.
4,3% (no paHHbIM O.d. AHapeeBoli 1 coasT., 2008)

KucTbl y nnofa o6bI4HO BbISBAAIOTCS HA cpoke 20-24 Hep,
rectaumy B COMETAHUMN C MaJIOBOAMEM, rUnoniasuneri ner-
KunX. oYKW yBENNYEHDI, TMNEeP3X0OreHHOM CTPYKTYpbI (He-
penko elle 6e3 BUOMMbIX KACT).

50% (no paHHbIM 3.P. AHopeeBoit 1 coagsT., 2008)

MocTHaTanbHas
OMarHocTuka KUCT

MuWHUManbHbIM KpUTEPUEM ANArHOCTUKN Y AETEN 1
noapocTkoB A0 18 neT, ¢ 50% pnckom HoCcUTENbCTBA
reHa, ABnseTcs 06HapyxXeHne 2 KUCT (faxe npu no-
Kanusauum B O4HOW NOoYKe).
B cpenHem Bo3pacTe 8,6+3,9 ropa (no aaHHbiM 3.0.
AHppeesoi 1 coasT., 2008)

B nto6om Bo3pacTe npu yCnoBUmM OTCYTCTBUS KUCT B MOYKaxX
y o6oux poauTenen (B Bo3pacTte ctapiue 30 ner).

B cpepnHem BospacTe 2,0+0,5 mec (no gaHHbIM 3.D. AH-
npeeBoyi n coasrT., 2008)

XapakTepuctuka
MOYEYHBIX KUCT

Kpyrnbie KUcTbl HECUMMETPUYHO B 06eunx noykax,
pa3mMepoM OT HECKONbKUX MUannmeTpoB Ao 10 cm
1 6onee B guameTpe yxe B AeTCKOM Bo3pacTe. Mpu
6onbLINX pasmepax KUCT — HEPOBHOCTb KOHTYPOB
rnoyex.

KncTbl B noykax ot 0,61+0,02 oo 1,77+0,23 cmM Ha MO-
MEHT NepPBOro BbiIBNEHMS (M0 AaHHbIM .M. AHape-
eBoi 1 coagT., 2008)

Menkune kuctbl 1-2 MM B guametpe, audpdpysHo B obe-
MX NMoykax, B €TCKOM BO3pacTe KpaliHe penko npeBbl-
watoT 1 cm.
KncTbl B noykax ot 0,24+0,01 no 0,4+0,02 cM Ha MOMEHT
NepBoro BbisIBNEHUS (M0 AaHHbIM .M. AHApeeBon 1 co-
aBT., 2008)

Mopdonoruye-
CKNEe N3MEHEHUS
rnoyek:

-rno Y3u

-0 3KCKPETOPHOM
yporpadun

[MocTeneHHoe yBeNnYeHne pa3aMepoB, Ha paHHel cTa-
O MoXeT BbITb acuMmeTpuyHoe. Popma coxpaHe-
Ha, KOHTYPbl HEPOBHbIE.

YBennyeHve pasamepos noyek BoigeneHo y 16 (34,8%)
13 46 NaunMeHTOoB, N3 HUX Y 7 — ABYCTOPOHHEee, y 9 —
O[IHOCTOPOHHEE (Mo AaHHbIM 3.D. AHOpeeBoin 1 co-
aBT., 2008).

CmeLleHa npoaoonbHasa ocb. Yawweykn gedopmmpo-
BaHbl, YAJIMHHEHBI

CrYMMETPUYHOE BbIPaXEHHOE YBEIMYEHNE C POXAEHNS.
®dopma coxpaHeHa.

CUMNTOM «COJIM C NEPLLEM>» — AHOXOTE€HHbIE KUCTbI HA GOHE
rMNEeP3X0OreHHOoM NapeHXxmmbl (CKNepos).

[ByCTOpOHHEE yBENMYEHE 0ObeMa MoYeK, MPOrpeccu-
pyloLLee ¢ BO3pacToM, BbiiBNEeHO npu poxaeHun B 100%
cnyyaeB npu APMM (no aaHHeim O.M. AHapeeBoit 1 co-
aBT., 2008).

3anepxka BblAENEHNS KOHTPACcTa A0 HECKOJIbKMX YaCOoB
B BUE IMHENHO-PACMNOIOXEHHbIX CBEYEHUIA, NEPNEHAN-
KYNSIPHBIX K KOpe

BospacTt nosasne-
HUS KITMHUYECKUNX
CMMMNTOMOB

Yawe B Bo3pacte 30-40 net (yawe PKD2), nHorga 'y
netei (npy PKD1). O4eHb peako —y HOBOPOXAEHHbIX.
Mo paHHbIM 3.P. AHapeeBoii 1 coasT. (2008) —y 33
(71,7%) n3 46 netein nNOAPOCTKOB, U3 HUX A0 1 rona
-y4(8,7%),c1-3net-y5(10,9%),c3-7ner-y4
(8,7%), c 7-15 net —y 20 (43,5%)

Yalle cpasy nocne poxaeHust unm B rpyaHoM Bo3pacTe.
B 100% cny4aeB ¢ poxaeHus (no gaHHeiM 3.d. AHapee-
BOI1 1 coaBT., 2008)

KnuHnyeckne cum-
MTOMbI:

OTtcTaBaHve B G13N4eCKOM pasBuTUKn, CTUrMbl AUC-
amMbpuroreHesa, CMMMATOMbI MHTOKcHKaumn (npu XMNH)

OtcTaBaHue B Gm3nyeckom passutum (runotpodus, 3a-
nepxka pocta). Npn nepuHaTanbHON N HEOHATaNbHON
dopme: nuuo MNoTttepa, 60MbLIOK XUBOT, Nanbnmpye-
Mbl€ YBEIMYEHHbIE MOYKN, CUMMATOMbI PECIMPATOPHOrO
ancTpecc-cuHgpomMa (nHeBmoTopakc). Nopokn pa3eu-
TUS KOHEYHOCTEN, NO3BOHOYHMKA. [Mpn toBEHUTBHOM POop-
M€ — CYMMTOMbI MOPTaJIbHOWN rMNepTEH3NN

BoneBo cuHapom

XapakTtepeH (60J1b B XMBOTE, NOSICHULLE, B 6OKY, yCu-
nnBaroLLasacs npn Gu3nyeckomr Harpyake)

He xapakTepeH. O4eHb peako, Ha No3aHer ctaaumn

ApTepuanbHas rm-
nepTeH3us

Yallle nocTeneHHoe HapacTaHue, nabunbHas B Teye-
HUe CcyTok (6onee BbipaxeHa B HOYHbIE Yachl).

Mo paHHbIM 3.®. AHppeeBoli n coasT. (2008) — B
32,6% y peTent n nogpocTKOB (CpeaHuin BO3pacT
13,6+2,2 ropa), B 100% y B3pOCnbIX B BO3pacTe OT
25 po 50 net

C poxaeHusl, BbipakeHHas, CTolkas.
Mo paHHbIM 3.P. AHapeesoli 1 coasT. (2008) — B 100%
cnyyaeB y aeten (cpegHuin Bo3pact 2,0+0,5 mec)

Munkpo6HO-
BOCMaNNTENbHbIN
npoLecc Mo4eBomn
CUCTEMDI

Yacro,

HarHOeHue KNCT.

Mo paHHbiM 3.®. AHapeeBoii n coasT. (2008) — B
32,6% y peteli n NOAPOCTKOB (CpenHuii BO3pacT
12,5+1,7 ropa)

Yacro.

XapakTepHO XPOHNYECKOE HEMPEPLIBHO-
peungnBupyloLLLee Te4eHme.

Mo paHHbIM O.D. AHagpeeBoit 1 coarT. (2008) — B 100% y
netei (cpegHuii Bospact 7,0+0,5 mec)

MKB

Yacro,
KaMmHeobpasoBaHMe BHYTPU KUCT

Pepko
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MpoponxeHue Tabn. 4

MoueBow CuH-
OpOM:

- NpOTENHYpUS

- rematypusi

- nenkounTypus n
BakTepuypus

+ (He3HaunTenbHas)
+

+ (Npw npucoegnHeHnn NHGEKLMN)

+ (He3HauyuTenbHas)
+

+ (Npy npucoeanHeHnn nHdekLmmn)

MopaxeHne ne-
YyeHn

KncTtbl nevenn B 30-70% cnyyaes, y oeTen — peagko
(B2,2% y [eTein M1 NoapoCTKOB — MO AaHHbIM O.d. AH-
npeeBoyi 1 coasT., 2008)

Bo Bcex cnyyasix — 0T BPpOXAEHHOrO Gprbpo3a NneveHn ¢
rnopTanbHOM rmnepTeH3nen 0o renatoMeranmm ¢ xonecra-
30M. Bapurko3Hoe pacLuvpeHue BeH nuwesona

(B 60% kncTtbl nevyeHny neten n B 20% pa3Butre CUHAPO-
Ma NopTanbHOW rMNepTeH3UN — no AaHHbIM .M. AHape-
eBoW 1 coasT., 2008)

Kunctbl gpyrvx op-
raHoB

B noaxenyno4Hon xenese (5-17%), ceneseHke
(5%), B nerkux, rof0BHOM MO3re,

pexe — LUMTOBUOHOM Xenese, Su4yHnKax, smdkax

(B 4,3% KNCTbI AUYHNKOB Y NOAPOCTKOB — MO AAHHBIM
3.d. AHppeeBoli n coasrT., 2008)

Pepnko — B nogxenyno4Hom xeneae
(B 10% KM1CTbI NOAXENYA0UYHOM XeNnesbl y AeTel — No AaH-
HbiM O.®. AHapeeBoii 1 coasT., 2008)

MopaxeHune
CepaeyHo-
COoCyaucTo cn-
CT€Mbl

Bctpeyvaetca B 30% cnyyaeB, N3 HUX aHOManum kna-
naHoB cepaua — B 12—-17% (4awLe nponanc Mutpanb-
HOro knanaHa). Koapkrauus aopTbl, paclupeHmne
KOPHS a0pPThl

He onucaHo

AHEeBpU3MbI CO-
cynoB

Cocypapl ronoBHoro mosra (8%), 6pioLHOA 1 rpya-
HoM YacTn aopThl (5-10%), KOpOHapHbLIX apTepuii
[Mcdonald R.A. et al., 1999]

Pepnko — aHeBpm3Mbl COCY40B rOSIOBHOMO MO3ra

HedpoTuyecknin
CUHAPOM

Penko. Mopdonornyecku knaccmbunumpyemblin Kak:
Me3aHrmonponmdepaTuBHbin, MeEMOPAHO3HO-
nponndepaTnBHbIA, MEMOPAHO3HLIN rMOMepYIoHed-
PUT, MUHUMAbHbIE N3MEHEHUS, GOKaNbHbIN NoMe-
pynocknepo3s, IgA-Hedponartua [ManasH A.B., Ca-
BeHkoBa H.[., 1997]

He onucaH

lMporpeccuposa-
Hue B XINMH

MepneHHoe nporpeccupoaHue. CHmxeHne CKD B
cpefHeM co ckopocTbto 4,4-5,9 mn/MuH/rop,. O6bly-
Ho nocne 40-50 neT, npu MaHndecTaunmn B 4E€TCKOM
Bo3pacTe — B 5% cny4yaes (B 4,3% B LLUKOJIbHOM BO3-
pacTe —no gaHHbiM 3., AHapeeBoli 1 coasT., 2008)

PaHHee, ObiCTpoe; Yalle B HeoHaTanbHOM U rPyAHOM BO3-
pacTe (B 90% y peTeit Ha NePBOM rofy XM3HW — MO AaH-
HbiM O.D. AHapeeBoli 1 coasT., 2008).

[MpOrHo3 n BbXK-
BaeMOCTb

MporHo3 cepbesHbI BCIEACTBME NMPOrpPeCcCUpPOBaHNS
XIMH po TepMmuHanbHom ctagum k 40 rogam.

Mo paHHbiM O.P. AHppeeBoli 1 coasT. (2008) — ne-
TabHbIX UICXOAOB Y AETEN 1N MOAPOCTKOB HE OTMEYEHO

HebnaronpusitHbIi, 0COGEHHO NPY NepuHaTanbHON Gopme
BCNEeACTBME IETANbHOMO ncxoaa (cpasdy nocne poxaeHns
VI B TEYEHME HECKOJIbKMX YaCOB) OT AbIXaTesIbHOM 1 Mo-
YEYHOWM HeJOCTaTOYHOCTW. [pKn HeoHaTaslbHOM popMe Npo-
OOMKUTENBHOCTb XM3HU — B TEYEHME HECKOJIbKMX MECSILIEB,
npu nHdaHTUNLHOM — okono 2-3 neT, B 50% — o 10 neT;
npw 1oBeHunbHoM dopme — o 30 neT, peako — 0o 55 net.

Mo paHHbIM O.P. AHapeeBoi 1 coasT. (2008) — neTasnbHbIi
ncxopn B 30% cnyyaes, U3 Hux: y 2 (20%) netein (cmbebl) B
nepuoa HoBopoxaeHHocTH, y 1 (10%) —B Bo3pacTte 1 roga

Yactota xmanuecknx npossieanit A y ne-
Tel U B3POCHBIX MpeCcTaBiIeHa B Ta0m. 5 [18].

KoHcepBaruBHbIE METO/IBI JIEYEHUS TOJUKUCTO3a
[TOYEK CBOJISATCS K KyIIMPOBAHUIO 0OJICBOIO CHHAPOMA
(vame mpu AZIIIT), kOppeKkuu OCIOKHEHUN — mHe-
nonedpuTa, apTepUATHHOTO JABICHUS U HAPYIICHHBIX
rOMEOCTaTHUECKUX (DYHKIIMH IMOYEK MPH IPOTPECCH-
pOBAaHUHU MOYEYHON HEOCTATOYHOCTHU. XUpypruue-
CKMMH METOJ[aMH JICUCHUS TOJIb3YIOTCS MPU 00JIb-
[IMX pa3Mepax KUCT W/WJIU MPU HAPYIICHUU MTaccaxa
MOUYH IO/l BIUSTHUEM JIaBJICHUS KUCTBI, U/UJIN TTPOBO-
IUPYIOMINX YCUIeHUE 00JIEBOTO CHHAPOMA, MH(PHUIIN-
pOBaHUeE, pa3pbiB KUCTHI.

Knununyeckue ucnbiTaHUs MPOXOJAT JIEKAPCTBEH-
HbIE penaparkl, BO3ICUCTBYIONIUE HA Pa3HbIE 3BEHbS
natorenesa AU u mpuBoASIITE K 3aMEITICHUIO TEM-
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noB pocta kuct [12, 19-21]. Cpeau 1ekapcTBEeHHBIX
MpenapaToB HHIMOUTOPBI TUPO3UHKHHA3KI (perLenTopa
snuaepMaibHoro gpakropa pocra—REGF), uaru6uro-
PBI IUKIUH-3aBUCUMBIX KHHA3 (POCKOBUTHH, CEITUIIH-
KJH0), Iperaparsl, BIUAIONNE Ha conepkanne Ca*' B
SMUTENNANBHBIX KJIeTKax KucT (Tpunronun) [20, 21],
uHru6utopel mMTOR, nHrHOUTOPHI pocTa u nposude-
parmu KJIeToK (CUPOIMMYC, parlaMHUIIMH, YIBEPOIIMYC)
[19], anTaronucTsl 1 MHTUOUTOPHI V -penenTopa Ba-
30mpeccuHa (3a cueT CHkeHus ypoBHI TAM®, moza-
BIISISL TPONTM(EPAIHIO STTUTEIHATBHBIX KJIETOK H OKC-
kperuro xjopa) — OPC31260 u OPC41061/ronBantan
[19, 20], anamoru comarocTaTuHa (OKTPEOTH/I, JTaH-
KpPEOTH — 3@ CUEeT TOAABICHHS dKCKpPEINH XJI0pa U
AM®-omocpenoBaHHOM CEKperuu KUaAKocTn) [19,
20]. NU3yuaercs Bnusiane naruouropos Al (mu3m-
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Tabnuua 5

YacToTa peHanbHbIX U 3KCTpapeHanbHbix nposeneHun AAIM y B3pocnbix n peten
[Rizk D., Chapman A., 2007]

MposiBnexns ALMNMN y B3pocnbix, % AOMNMy peten, %
lfematypus (MUKPO- 1 Makpo-) 35-50 10
CHWXXeHne NAOTHOCTU MOYU 100 60
MpoTennypusa 18 14
MwuikpoansbyMnHypus 25 30
Hedponutnas 20 He naesectHo
Bonun B 60Ky / XuBoTe 60 10
Knctbl nevenun no pesdynstatam MPT 83 55 (oo 25 ner)
[BepTUKYbl TONCTON KULLIKN 82 He nasecTtHo
AHEBPM3Mbl COCY0B rONOBHOMO MO3ra 5-7 Penko
Mponanc MuTpasbHOro KnanaHa 26 12
ApTepuvanbHas TMNepTeH3ns A0 HACTYMJIEHNS NMOYEYHO HeQOCTATOYHOCTH 60 22
Mvmnepannuaemmsa He naecTtHO 54
Ta6nmua 6 Tabnvua 7

Knaccudukaumsa rnomepynsapHoil KUCTO3HON
6one3Hu [Bernstein J., 1993]

Knaccudukauma NKb

Mpumep

Cnopaguyeckas MyTtaums de-novo
AyTOCOMHO-
CewmeliHas LOOMVHAHTHbIA NONKK-

CTO3 NOYEK Yy MNafeHUEB

ACCOLI,VIVIpOBaHHaH C HacnencTBeH-
HbIMU CMHOPOMaMW, C MHOXECTBEH-
HbIMW NOPOKaMW Pa3BUTUA

CvHppomMHas (He MenpeneeBckoro
HacnenoBaHus)

Komnnekc Ty6epo3Horo
ckneposa

Tpucomuna 9, 13 nnn 18

MpuobpeTteHHasn, npu ancnnasum | F'YC n o6CTpyKTUBHAS
noyek yponaTus

HOIIPUJI) HA POCT KUCT B TEUECHHUE AJTUTEIBHOIO OT/a-
JIeHHOTO KaramHesa [19].
I'nomepynapuaa Kucmosnas 60ne3ny nouex

I'momepynspras kucto3nast 6one3ns nouku (I'Kb)
— pezKasi maTosIorus, O0be IMHAIOLIAs IPYIITY Hacae-
CTBEHHBIX (BCTpEUArOIIAsCcsi 0OBIYHO Y HOBOPOXKICH-
HBIX MJIM J€Tel paHHEro BO3pacTa) U crIopaanye-
CKHX TTPHOOPETEHHBIX 3a001eBaHmil (Yare y B3poc-
JIBIX TIALIMEHTOB), KOTOPAs SIBJISETCS PE3YJIbTaTOM KH-
CTO3HOTO pacCUIMpeHHs (IujIaTalyu) Karncyisl boy-
meHa [22-27]. Ilpuunnoii popmupoBanus I'Kb sB-
JISIETCSl HapyIIEHUE CTPYKTYpPbl OCJIKOB MEPBUYHOM
PECHUYKH WIN LeHTpocoMmbl. Hapymenue mponec-
coB Tpanckpuniuu rera UMOD (16p12.3), konupy-
Io11ero OeJI0K ypOMOAYJINH, NPUBOIUT K (hopMupo-
BaHUIO INIOMEPYJISIPHBIX KUCT. Pa3nnyHble BapHaHThI
00CTPYKITHH MOYEBBIX MTyTEH CIIOCOOCTBYIOT (hOopMH-
poBanuto I'Kb [22]. I'KbB vaie qfuarnoctupyercs npu
VY3U npeHaTanbHO, yBEIMYECHHBIMU U THIEPIXOTEH-
HBIMH MTOYKaMH, YTO CO3JaeT TPYAHOCTH B nudde-
penuuansHoil guarHoctuke ¢ APIIIL. IToznHee yna-
€TCs PA3JINYUTh MHOXKECTBO MEJIKMX KHCT, KOTOpBIE
pacronaratoTcsi B KOpKOBOM CJIO€ MoueK. Bee KucTol

HacnepcTBeHHble U reHeTU4eckme CUHAPOMBI,
coueTaloLmecs C rMoMepyNspPHO KUCTO3HOM
6onesHblo [Bissler J., 2010]

Cunpgpowmel, codeTarowmecs ¢ Kb gin'\f&p
Qg;:((});;);ll(‘l:g?él;o-noquHblﬁ,EI,VICCDyHKLI,MOHaJ'IbeIVI 208085
BpaxvmesomMmenna-noyeyHbii CUHAPOM 113470
122470,
KopHenus e JlaHre cuHapom 300590,
300590
BpoxaeHHbIn HeppoTn4eckuii CUHAPOM GUHCKOro
TMNa (MUKPOKMCTO3HOE 3aboneBaHne) 256300
CuHppom JayHa 190685
AcnneHus ¢ kKapamMoBacKynsipHbIMKU aHomanusmn | 208530
Hedbnunt auetnn-CoA pervaporeHassbl 231680
Cunpgpom XKoHca 208500
CuHppom MappaeHa—-Yokepa 248700
[nabet 2-ro TMna y MOJIOAbIX NaLuneHToB 606391
Mekkensi-I'pybepa cuHapom 249000
MepynnsipHas KucTo3Hasi 60s1e3Hb NOYEK 603860
HedpoHodpTna 256100
Opo-daumo-gurntanbHbii CUHAPOM — Ty | 311200
dokomenus, cuHagpom unm cuHpgpom Pobepta 269000
CrHAPOM KOPOTKMUX pebep-nonnaakTnamm 263530,
263520
Cmunta-Jlemnu-Onuua cMHOpPOM 270400
Ty6epo3Hbili CkNepo3 191100
LlepebporenaronoyeyHbiin cuHapom 3ennserepa |214100

MPOUCXOAAT M3 Karcyibl boyMeHa wim HadaabHBIX
OTJICJIOB MPOKCUMAIIbHBIX M3BUTHIX KaHAIBIEB, BbI-
CTIIaHBl KYOMYECKUM DIIUTEINEM H XapaKTePHU3YIOT-
sl paclIMpeHueM POCTpaHCTBa Karcynbsl boymena,
C)KaTUEM U CMEIICHUEM KalUJUIIPHBIX NEeTeNb KITy-
6ouka. Ha mpomonsHOM cpese mouku rpu I'Kb kopko-
BBbIH cji0M mpezacTaBieH 1ud@y3HO pacrooKeHHBI-
MH MeTTKuMU kuctamu. J. Bernstein (1993) paspao-
Tal nepylo padouyto kiraccudukanuio I'Kb, xoro-
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pas Jierna B OCHOBY COBPEMEHHOH Kiaccu(UKauuu
I'KB (tabmn. 6) [22].

CoracHo coBpemenHoit knaccudukarmu ['Kb, BbI-
nesstor 3 rpynmnsl: 1. 'Kb co ciopagnueckum xapak-
TEPOM HJIM HACJIeICTBEHHBIM (JOMUHAHTHBIM) THIIOM
nacnenosanusi; 2. 'KB B cTpykType HacinecTBEeHHBIX
CHUHIPOMOB C MHO)KECTBEHHBIMHU IOPOKAMH Pa3BUTHS
(TyOepo3HbIi cKIepo3, opo-hanuo-aBUraTeIbHbIN
cunzapom, Tpucomus 13); 3. I'Kb B cTpykType noueu-
HOW JUcIIIa3uM (Yalle ¢ MUHUMaJbHBIMH MPOsBIIE-
HusMu) [23].

I'momepynokucro3Has 00Je3Hb HEPEIKO SIBISAETCS
4acThl0 MHOTUX HACJIEICTBEHHBIX CHHIPOMOB U XPO-
MOCOMHO# natosioruu (Tadi1. 7), rHcToIorn4ecKas Kap-
THHA He(pOOHONTAaTa IPU ITOM pa3InvaeTCs, ¢ 00s13a-
TEeNbHBIM HAJIMYUEM KUCTO3HOW AMJIaTalluK IPOCTPaH-
cTBa Kancylel boymena [22, 23]. G.Vergine u coaBT.
(2008) onmcan penkuit cayvait 'Kb y mnagenua npu
runomenanose Uro [24].

Penko BcTpeuaroTest ciydyan npruoOpeTeHHOM 110~
MepyJISIPHON KUCTO3HOU O0JIE3HH Y B3pOCIIbIX MTaLlUEH-
TOB (HOcJe reMonuanusa, nepenecennoro I'YC, npu
CHCTEMHOM CKJIEpO3€) M KpaiiHe pelKko — B JIETCKOM
Bo3pacte (nocne neperecernoro ['YC). [laroduszno-
norunueckuit Mexannsm ['Kb BkirouaeT uHTpapeHais-
HYIO MO3TOBYI0 OOCTPYKLHIO, TeHETHYECKHE (DaKTOPHI
U BHYTpUYTpOOHYIO HHpeKnuio [25].

Kucmosnasa 6one3ns nouex npu mybeposnom

CKnepose

TyGepo3Hblil cKiIep03 — peJKoe ayTOCOMHO-
JOMHHAHTHOE 3a00JIeBaHNE, KOTOPOE XapaKTepHU3yeT-
cs1 00pa3zoBaHUEM JTOOPOKAYEeCTBEHHBIX OIyXOJIEH BO
MHOTHX OpraHax M TKaHSX. YCTaHOBJICHBI JBa JIOKY-
ca (9q34.13, 16p13.3), cazannbie ¢ TSC1- u TSC2-
reHaMH, KOJUpYIole OelKi raMapTUH U TyOepuH.
O0a rena mpuHaAIekKaT K YUCITy T€HOB-CYIIPECCOPOB
OITyXOJICH, KOTOpbIE B HOPME MOJABISIOT U OTPaHU-
YUBalOT M30BITOUYHBIA pocT TKaHel. [lopakenue mo-
yek npu TyoeposHom ckiepose (TC) accouunpyercs
¢ 00pa30BaHMEM COJUIHBIX WM KUCTO3HBIX TIOBPEXK-
JCHUH U MOXKET MPOTEKaTh B BHIE aHTMOMHOJIUIIOM,
MHO)KECTBEHHBIX KUCT, TOYEYHO-KJICTOYHOH KapLuHO-
MBI [22]. BAU30CTh pacmonokeHus JOKyCOB Ha Xpo-
mocome 16pl13 y renoB TSC2 u PKD1 cnocoGctBy-
€T UX OJHOBPEMEHHOH MyTaluu, 4To 00yCIIaBIUBaeT
BBISIBIICHHUE KUCT B TIOUKAX C POXKIEHHS, OBICTPBIN UX
pocT u panHee (opMHUpOBaHKE apTepHaIbHOM rumnep-
TEH3HUH, 3HAYUTEIIFHO YXyALIaeT TeYeHHe U MPOTHO3
3aboneBanust (TSC2/PKD1-cunnpom) [13, 22].

Meoynnapuaa kucmosnasn 6o1e3ns

MenynnsipHasi KUCTO3Hasi OOJIE3Hb — PelKas, C
ayTOCOMHO-JOMHUHAHTHBIM THUIIOM HACJICIOBAHUS KH-
cTO3Has 00JIE3Hb IOUEK, XapaKTePH3YIOIIAsICs TUTIEPY-
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pHUKeMuel U HapylieHneM (QyHKLIUH oYeK, Oe3 apTe-
pHAJIbHON FMIIEPTEH3UN U BHETIOUYEUHBIX TPOSIBICHU.

B cBs13u co cX0ACTBOM TMCTONOTMYECKON KapTH-
HBI (YTOJIIEHNE U pa3pylieHue Oa3anbHON MeMOpa-
HBl KaHAJIbLIEB, aTpo(Hsl U pacIIUPEeHHe AUCTAIBLHBIX
KaHaJbLEB, TyOyJOMHTEPCTULUAIBHOE BOCIAICHUE
¢ JajbHeHIKUM (OPMHUPOBAHUEM HHTEPCTULHAID-
HOT'O CKJIEPO3a M KHCT IPEUMYILECTBEHHO B 00IaCTH
KOPTHKO-MEAYJUIAPHOTO COWJICHEHHS) MeAyJUIIpHast
KHCTO3Hasi O0JIE3Hb B JIUTEPATypPE OMHUCHIBACTCS C He-
dbponodTHzoM [26, 27].

Paznnuaror 2 Trna MeayuIspHON KHCTO3HOH Oores-
uu (MKB1 1 MKB2), otnnyaromnuecst 1o Jiokaau3auu
MOBPEXKIEHHOTO T'€Ha, TEYEHHUIO U MPOrHo3y: Tul 1,
cBs3aHHbIN ¢ MyTanueii B rene MCKD1 (1g21), u tun
2, cBsi3aHHbBIN ¢ MyTanueit B reae MCKD?2 (16p12.3).
MKB?2 umeet Gonee paHHee Hayasio U ObICTPOE pPa3BU-
tue 3aboneBanus, yem MKB1. MenynnspHas KucTos-
Hast 00JIe3Hb MMOYKHU XapaKTepU3yeTCs HATMIHEM MHO-
JKECTBA KHMCT B MOYKAX, MPOUCXOASIIUX U3 AUCTAIb-
HBIX KaHaJbIEB U COOMpATEIbHBIX TPYOOK, KOTOPbIE
pacrosararoTcsi IpeuMyIeCTBEHHO B MO3TOBOM CJI0€
Y Ha ero TpaHule ¢ KOPKOBBIM cioeM. OObIuHO 00e
MOYKH YMEHBLICHBI B pazmepax [2]. B GonbmmHCcTBE
Clly4aeB y HalMEHTOB C MEAYUISIPHON KHCTO3HOH 00-
JIe3HBIO HAOJIOAAETCs TUIIEPYPUKEMUSI U TToAarpuye-
ckuit aptpurt [27]. icxoa B XpOHUYECKYIO MOUYCUHYIO
HEI0CTaTOYHOCTh OTMEUAIOT y MAlMEHTOB B BO3pac-
te 10-30 net npu MKB2 u B Bo3pacte 40—60 net npu
MKB1. Ilpu mytanuu rena MCKD2, konupytomiero
0€eJI0K ypOMOJIYJIUH, UMEIOIETO OIU30CTh PACIONo-
skerust ¢ reHom UMOD na 16p12.3, Hepenko pa3Bu-
BaeTCs IOMEPYJOKHUCTO3HAs O0JIe3Hb B COUETAHUH C
MEIYIISIPHON KUCTO3HOH OonesHbto [27].

Jleuenune MeymIsIpHOIM KMCTO3HOW OOJIE3HH BKJIIO-
YaeT KOPPEKLHIO HApPYLIEHHBIX TOMEOCTaTHYECKUX
(byHKIMI TTOUEK, THIIEPYPUKEMUH, apTepUaIbHON I'H-
MePTEH3UH, TI0 HEOOXOTUMOCTH — 3aMECTUTEIbHAS T10-
YyeyHasl Tepanust (reMoAnaIn3, IepuTOHea bHbIN A1-
anm3) [28].

Hedgponogpmus

Hedponodtus — 3to 3abosieBaHue MoueK ¢
ayTOCOMHO-PELIECCUBHBIM TUIIOM HACJIEJOBAHUS, Xa-
paKTepu3yroleecs: pa3pbBOM 0a3abHONH MeMOpaHbI
AMUTEHUS KaHAIbIEB («HEe(HPOHOPTH3» B IIEPEBOJIE C
IPEUYecKoro si3blka — «pacnaja HepoHOBY»), HHPUIIb-
Tpauuei HHTePCTULMS, KuCTaMH KaHaibleB. Hedpo-
HO(THU3 SIBIISIETCS CAaMOW 4acTOM Cpein KHCTO3HBIX
3a00JIeBaHMI MTOYEK TEHETUYECKOTO MPOUCXOKICHHS
IPUYUHON TepMuHanbHOU cranun XIIH u neransHo-
ro ucxona B Bozpacte 1o 30 ner [15, 29-31].

Myrtanuu B 11 pasznuunbsix reHax (NPHPI —
NPHPY, NPHP11, NPHP1L) npuBoIsT K TIOBpEXIe-
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Tabnuua 8

MonekynsapHo-reHeTu4eckue 0oCO6eHHOCTU KIIMHUYEeCKUX BapuaHToB HeppoHoPpTU3a
[no maHHbim M.C.UrHaToeoi, H.A.KopoeuHoi (2007); J.Bacchetta et al. (2008);
R.Salomon et al. (2009); T.Seeman (2010); M.T.Wolf, F.Hildebrandt (2011)]

BapuvaHT HedpoHODTU3a Tun HacnepoBaHusa | OTBETCTBEHHbLIN reH | Jlokanusauus Ha XpoMocoMe Koampyemblin 6enok
lOBeHUNbHbI (NPHP1) AR NPHP1 2q12.3-g13 Hedpounctnni
MHpaHTunbHbI (NPHP2) AR INV 9g22-g31.1 MHBEpPCUH
lOHoweckuin (NPHP3) AR NPHP3 3921-g22.1 Hedpounctnu3
B3pocnbin (NPHP4) AR NPHP4 1p36 HedpounctmnHé
Tabnuua 9

OKcTpapeHanbHblie NPOSABIEHUS, COYeTalLWwmecsa ¢ HePPOHOPTU3OM U CUHAPOMBI,
accouuupoBaHHblie ¢ myTauuamu NPHP-renoe [M.T. Wolf, F. Hildebrandt, 2011]

3KcTpapeHanbHble NPOosiBAEHUS,

CuHapOoMbI

coyeTatomecs ¢ HeppoHODTUIOM

masHble aHomanum

Senior-Loken cuHapom (SLSN)

Arima cuHapoMm (LepebpookynorenaTonoyeyHblii CUHAPOM)

MUrMEHTHBIN PETUHUT

Alstrom cMHOPOM (MUrMEHTHbIN PETUHUT, OXXUPEHWNE, CaxapHbI AnabeT 2-ro Tuna, HapyLLeHWs Ciyxa)

RHYNS CYHAPOM (MUIMEHTHBIN PETUHUT, TMNONUTYUTAPU3M, AMCMa3uns ckeneTa)

MmasogsuratenbHble HapyweHus | Cogan cMHAPOM

Huctarm

Joubert cnngpom/Joubert cnHapom — accoumnpoBaHHbIE pacCTPONCTBa

Kono6oma

Joubert cuiagpom/Joubert cuHapom — accounMmMpoBaHHbIE PACCTPOCTBA

[MoBpexaeHus ckeneta

KopoTkune pebpa

Jeune cuHgpom/onucTpodus rpyaHon KNeTkm, npueoasLas K achukcmnmn

KoHycoob6pasHble anudusbl Mainzer-Saldino cuHapom

Joubert cuHagpom/Joubert cnHapom — accouMnMpoBaHHbIE PACCTPOCTBA

[MocTakcuanbHasa NoAnaakTuIns
(mnonupakTuAnsa MM3nHLA)

Bardet-Biedl cuHopom (HedpoHODTUS, MUTMEHTHbIV PETUHUT, OXUPEHUE, MyX0Ta)

Ellis van Creveld cuHgpom

Sensenbrenner CMHOPOM / YepernHo-akToAepManbHas Aucnaasus

Advcnnasua ckeneta -
Ellis van Creveld cuHgpom

HeBponormnyeckune pacctpornctaa

OHuedanouene Meckel-Gruber cuHppom (3atbinodHas aHuedanouene, HedpoHoPTU3)
Annasuns 4yepBsi MO3Xeyka Joubert cuHagpom/Joubert cuHapomM — accounMnMpoBaHHbIE PACCTPOCTBA
MmnonuTynTapmam RHYNS-c1HOPOM (MMrMEHTHbI PETUHUT, TMNONUTYUTapu3M, AMCnna3us ckeneta)

Me4yeHo4HbIe HapyLleHus

Durbpos neyeHn Boichis cunapom

Meckel-Gruber cnngpom (3aTbinoyHas sHuedanouene, HePpPoHOPTU3)

Arima cuHapoM (LepebpookynorenaTonoyeyHblii CUHAPOM)

Joubert cuHapom/Joubert cuHapom — accounMnMpoBaHHbIE PACCTPOCTBA

[pyrue pacctponcrsa

TpaHcno3numns BHYTPEHHUX OpraHoB (Situs inversus)

Mopoku cepgua (AMMI, AMXIT)

BpoHxoakTasbl

Hecneundunyeckuin 93BEHHbIN KOANT

HUIO CTPYKTYpBI OSITKOB HE(PPOIIMCTHHOB U NHBEPCHHA,
Pa3BUTHIO IIWJIHOTATHH (U3MEHSS CTPYKTYPY U QYyHK-
LU0 TIEPBUYHON PECHUYKH) KIIETOK KaHaIbIa Hepo-
Ha [29, 31-32]. Pa3nu4aroT HECKOIbKO KIMHUYECKHUX
BapranToB HeppoHodtuza (NPHP- nephronophthisis):
WHOpAHTWILHBIN WIW PaHHUH (2-1 THIT), OBEHUIIbHBIH
(1-# Tum), MOIPOCTKOBBIN UM IOHOIIECKUH (3-1 THIT)
[29—-34] u B3pocbIii (4-ii Tum) [34], KOTOpBIE UMEIOT
MOJIEKYJISIpHO-TeHeTH4YecKue (Tab. §), KIMHIYECKHe
Y TUCTOJIOTHUYECKUE CXOJICTBA U PA3THUMSL.

O0mMMH KITMHUYECKUMUA CUMIITOMAMH JJI BCEX

BapuaHTOB He(PpoHOPTH3A SBISIOTCS MPOSIBICHUS
MOYEYHOW HEJAO0CTATOUYHOCTH;, U3MEHEHUS B aHAJIU3e
MOYH — HATPUYPUsI, TUTIOCTCHYPUS (IPOTEUHYpHS 1/
WM TeMaTypusi OTCYTCTBYIOT WJIM MHUHHUMAaJbHbBIE); B
KpPOBH — aHEeMHU, METa0OIMYECKUN alu03, TUIIOHA-
tpuemust [32, 33]. UHdaHTWIBHBIA BapraHT HEPPO-
Ho(TH3a Xapakrepuzyercs (popMUpOBAHUEM KOPTH-
KaJIbHBIX MUKPOKHUCT BO BHYTPHYTPOOHOM IE€pHOJE,
MIeproie HOBOPOXKICHHOCTH HIIN Ha TIEPBOM IO/ YKH3-
HU peOeHKa, OBICTPBIM IPOTPECCHPOBAHNEM, HATNYH-
€M apTepHaJbHONW THIEPTEH3UHU, Pa3BUTHEM TEPMHU-
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KnuHuka HedppoHodTM3a

muHajbHOU XITH
IIPpU MOJPOCTKO-

!

BOM U B3pPOCIOM

BospacT k Havany TepmuHanbHoun ctagum XMNH

BapHaHTax He-
¢ponodTHza au-

arHOCTUPYIOT,

l COOTBETCTBEHHO,
kK 19 u 22 rogam

o 5 net Crapwe 5 net
[27, 29, 31, 34].
l B 10-20% cay-
4yaeB HE(PPOHOP-
NPHP2 A 4 TH3 coqilzeTcsl(bc

MonTeBepxaeHa myTauus (¢ NPHP1

JKCTpapeHaIbHbI-
l MU HPOSBIICHU-

MyTauvm He BbldBleHa

SIMHU U ABJISACTCA
HaCTbIO I'CHCTU-

| YCCKOIro CUHAPO-

| !

l l ma (tabm. 9) [29].

M3onuposaHHoe Tspkenbin
nopakeHune noyexk MUTMEHTHBIA PETUHUT

: .

Tspxenbin
NMUIMEHTHbBIN PETUHUT
C MO3)XE4KOBOWN
aTakcuen

Cpenu sKcTpape-
Mo3axeukoBas P pap

HaJIBHBIX IIPOSB-
aTtakcus 6e3

MUMEHTHOTO JIEHUU OTMEYEHBI
peTnHuTa JAETeHepanus CET-
4yaTKu (CHHIPOM

Buoncusa noyvkn NPHP5

l l Senior—Loken),

NPHP6

anjaasusi 4epBs
MO3XeuKa (CHH-

NPHP8

. .

[Opyron gnarHos HOBEHUMbHBbIN
HedpoHOPTM3

Cxema 1. Anropmtm MONEKYNSIPHO-TEHETUYECKON ANArHoCTUKM HedpoHodTm3a [Salomon R., 2009].

HanpHOM cTaauu XITH k 1-3 rogam u neTansHBIM HC-
XOZIOM B cpefHeM K Bo3pacty 4-5 ner [29, 31]. Oco-
OEHHOCTBIO HH(PAHTWIFHOTO BapuaHTa HepoHODTH-
3a ABJISIETCS YBEIMUEHHE Pa3MEPOB MOUEK U HAJTNUHE
KHCT ¥ B MEIYJUISIDHOH, M B KOPTHKaJIbHOH 30HE, Ya-
CTOe pa3BUTHE situs viscerum inversus [31, 33-34].
Knunndeckue u ructoornyeckue MposiBICHHs F0Be-
HUJIBHOTO U MOIPOCTKOBOIO (FOHOIIECKOT0) Hedpo-
Hodruza cxoxu. CuMITOMBI 3a00J€BaHUS Pa3BHUBa-
I0TCSl MEIUVICHHO, ¢ 0oJiee MO3HUM NPOrpeccHpoBa-
nueM B XIIH. AprepuansHoe aaBieHue (10 ucxona
B XITH) B HOpME WM TOHMKEHO (32 CUET THITOBOJIC-
mun). FOBenmpHbIH HepporoPTH3 cocTaBsieT 5S—10%
0T Bcex citydaeB TepmuHanbHoi XITH B nerckoM Bo3-
pacTe, IposIBIIsIeTCS TUIIOCTEHypHeil B nepsbie 5—10
JIeT ’KU3HH, pa3Mep TIoUeK B Havasie 3a00J1eBaHus HOP-
MaJIbHBII, HapyIIeHa KOPKOBO-MO3roBast Au(pepeHIu-
POBKa, KUCTHI B OYKaX pa3induMbl o ¥Y3U k MomeH-
Ty TepmuHanbHoi cragun XITH (x Bo3pacty 13 jer).
[ToapocTkoBbIH (FOHOLIECKHIA) U B3pPOCIbIA BapHaH-
Thl HeppoHO(PTH3A XapaKTEPU3YIOTCSI OOBIYHO OTCYT-
CTBHEM 3KCTPapEeHAIBHBIX MPOsIBICHUN. Pa3Butue tep-

42

npom Joubert),
¢bubpo3 mneue-
HHU, TJIa30]BHUTa-
TeJbHBIE Hapy-
eHUst (CUHIPOM
Cogan), konycoobOpa3Hbiii sanudus [29, 31, 32].

Hapymenue pocrta u pa3Butusi peOeHka, Moau-
ypusi, HOTUAUIICHS, TUIIOCTCHYPHS, U30CTCHYPHS,
aHEMMs U yYMEHbIIIEHHEe pa3MepoB rnouek no Y3U —
CUMIITOMBI HepoHOPTH3A. [(MarHO3 MOATBEPKIAIOT
10 pe3yJibTaTaM MOP(OIOrHYECKOTO U MOJIEKYIISIPHO-
renetuaeckoro (20-40% — menenust NPHP1) uccire-
JIOBaHMH.

I'ucronornueckasi kKapTuHa MHOAHTHIBLHOH (op-
Mbl HeppoHO(]TH3A OTIAMYAETCS OT IOBEHHILHOM KOp-
TUKAJIbHBIM PACIIOJIOKEHHEM KHUCT KaHAJIbIIEB, OTCYT-
CTBHEM HM3MEHEHHWH 0a3alibHO MeMOpaHbl KaHaJIb-
LEB, pacIIUpeHreM coOupaTeIbHbIX TPyOOK U Hau-
YreM U3MEHEHHH, XapaKTEePHbIX AJIsl TOJUKHCTO3HOM
0ose3HM MoYeK (Hampumep, yBeJIHMYeHHE MoYeK 0o-
Jiee IHUPOKO pacpoCTPaHEHHBIMU KucTamu) [29, 31].
Jist roBeHMIIbHOTO HePPOHOPTH3A XapaKTepHa MO3a-
WYHOCTb TIOPa)KEHUS KaHAIBLEB OT aTpOo(UU HEKOTO-
PBIX J10 pacIIMpEeHHsl ¥ KoJularica APYTrux, Ha MO3IHEH
cTaguu 3a00JIeBaHNsl MEJIKHE KHCThI pacroiaraloTcs
B MO3IOBOM cJ10€ napeHxumbl. KiyOouku He n3meHe-
HBI, OTHAKO B TEPMUHAIILHOH CTanu OOJIE3HN MOXKET
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HaOII0AThCsl BTOPUYHBIA CKIIEPO3 KIIyOOukoB [29,
31]. R. Salomon u coasr. (2009) npeacTaBuIn ajuro-
PUTM MOJIEKYJISIPHO-TE€HETHYECKOH AUAarHOCTUKU He-
¢dponodTusa (cxema 1) [31].

UccanemoBanus NPHP3-, NPHP4-, NPHP7-,
NPHP9-renoB He BKIIIOYEHBI B &JITOPUTM TUATHOCTH-
KM B CBSI3U C HU3KOHM 4acTOTON MyTanuii B Hux [31].

Jleuenne HeppoHOPTH3A MpELyCMaTPUBAET KOP-
PEKLHIO HAPYIIEHHBIX TOMEOCTAaTHYECKUX (DYHKLMI
noyexk npu nporpeccuposanuu B XIIH, nuanus u
TpaHCIUTaHTalMIo ouku [29, 31-33].

Mynbsmukucmosnaa nouxka

MynbTUKUCTO3HAS TTOYKA — Pa3HOBUIHOCTh AMC-
IUTa3MU TOYEK, KaK pe3ybTaT aHOMaJIbHOro (pOpMU-
POBaHUSI WJIM BXOXIEHHSI MOYETOYHUKOBOTO 3apO/Ibl-
11a B ME€3eHXUMY MeTaHedpoca, 4To IPUBOAMT K (hop-
MHUPOBAaHUIO MHO)KECTBEHHBIX, HE COOOMIAIOIINXCS
MEXIy COOOH KHCT B MOYKAX MPH POXKACHUH, TpaK-
THUYECKHU MOJHOMY OTCYTCTBHUIO (DYHKLIMOHUPYIOLIEH
MapeHXUMbI IIOYKH, HATTOMHHAS «TPO3/b BUHOTPAIa»
[35]. OTHOMOrMUECKUME (HAKTOPaMU SBISIFOTCS TEHE-
Tnyeckue Hapymenus (mytauuud B EYAI-, SIX1- u
PAX2-renax), TeparoreHHsle (hakTopbl (IIPOTHBOCY-
JOPOXKHBIE CPEICTBA), BHYTPUYTPOOHBIE MHPEKIHH
(3HTEpOBUPYC, IUTOMETATIOBUPYC, aJJCHOBUPYC), 00-
CTPYKLUS MOUEBBIX IyTeil. B 2/3 ciyuaeB BbIsBIIsICT-
csl IpeHaTabHO. Yalle MyJbTHKUCTO3HAS [T0YKa UMe-
€T OIHOCTOpOHHEee opaxenue [35, 36]. MoueTouHuk
OTCYTCTBYET WJIU IPEJCTABIICH PYAUMEHTAPHO, JIOXaH-
KM ¥ Yamiedek HeT. lHorna K rpo3npeBUIHON Macce
MIPUCOEIMHSCTCS IPUAATOK SIMYKa WM SUYKO Ha CO-
OTBETCTBYIOLLEH CTOPOHE.

L.R. Feldenberg u N.J. Siegel (2000) pa3nenuin
MYJIBTHKUCTO3HYI0 Oose3Hb nouku (MKII) na mpo-
ctyto — ogHocroponnsis MKII 6e3 anomanuii u mno-
POKOB Pa3BUTHsI OPTAHOB IOJIOBOH U JPYTHX OPraHOB
MOUYEBOW CUCTEMBI, OCI0)KHEHHYIO — OZTHOCTOPOHHSS
MKII B coueTanuu ¢ APYruMHU aHOMAJIHAMHU WU TIO-
pPOKaMU pa3BUTHS OPTaHOB MOYEBOW W TOJIOBOH CH-
creM win aycroponHsist MKII ¢ nanmuuem anoma-
JMH U TIOPOKOB Pa3BUTHUSI OPraHOB MOUYEBOM U IOJIO-
Bol cuctembl win 6e3 Hux [35]. [Ipocras MKII ume-
eT OJIaronpHUATHBINA POTHO3, HU3KUI YPOBEHb MaJIHT -
Hu3auu (onmyxoib BunbMmca, kaplimHoMa), BBICOKYIO
4acTOTy CaMOCTOSITEJIbHOM MHBOJIIOLUY MTOYKH C OT-
HOCHTEJIBHO PEIKUM Pa3BHUTHEM apTepUalbHOM Tu-
MEePTeH3UX U UH(PEKLINU MOYEBOW CUCTEMBI, H30JIHPO-
BaHHOW mporeuHypuu [35]. ¥V nmanueHToB ¢ mpocToit
MKII penko pa3zsuBaetcs cauxkenne CK® u pa3sutue
XIIH [35-38]. JIBycroponnsas MKII wacro npuBoaut
K THOETH TUI0Ja WK cpasy Mociie pOKICHUs peOeHKa
B CBA3M C Pa3BUTHEM IIOYEUHON HEAOCTATOUHOCTU. B
5-43% ciryuaeB MKII coueraeTcst co cTpyKTypHBIMU

WK QyHKIIMOHAJIBHBIMH HAPYILICHUSIMUA OPTaHOB MO-
4eBOU U mosjoBoi cucteM [38] (cemeHHasi KUCTa, Ku-
cra ['apTHepa, cienas reMuBaruHa, peroke B ceMeH-
HBIE CTPYKTYPBI), YTO OOBSICHSETCSI TECHON aHaTOMU-
YecKol M SMOpHOIOTHYecKol cBs3blo. S. Fujinaga u
coasT. (2008) onucanu ciryyail MyJTbTHKUCTO3HOH He-
(YHKIMOHUPYIOILIEH TOYKH B COYETaHUH ¢ abCIieccoM
KHCT CEMEHHOTO ITy3bIpbKa U PELUIUBUPYIOLIEH HH-
(exumeit Mo4eBoi cucTemMbl y Maspunka 4 mec. Jua-
rHO3 ycTaHoBeH npu rnomomy Y31 u MPT 6prounoit
nosnoctH [39]. Y nmanuenToB ¢ ocnoxHeHHoi MKII B
50% pa3BuBaeTcs HapyLIeHUE (PyHKLUH [TOYEK JI0 TeP-
MuHansHOM ctamuu XIIH [38, 39]. Ilpu BoisiBaeHUN
MKII mo Y3U npenaraabHO AMATHO3 CIAEAYET IOJ-
TBepIuTh MetonoM Y3U mocie poxieHus peOeHKa.
B cinyuae orcyrcTBus kuct no Y3U B nepsoie 48 4
nocye pokaeHus pedbenka nosropHo Y3U npoBoauT-
csl Ha cpoke 6 Hen xxku3Hu. Juddepenunansuyio 1u-
arnoctuky MKII cienyer npoBoauTs ¢ ruaponedpo-
3om, AT, APIIIL, I'KB [37-39]. B ta6n. 10 npen-
CTaBJIEHbl PEKOMEH/IALINH 110 BEACHUIO JETEN C OTHO-
CTOPOHHEHN MYJBTUKHCTO3HON MouKoii [38].

B nacrosiee Bpems He CyIeCTBYeT €AMHBIX TOKaA-
3aHUH K HEPPIKTOMHUH B AETCKOM BO3PacTe MPHU MYJIb-
TUKHCTO3HOM M TMITOIUIA3UPOBAHHON ANCIIIIa3UH TTOYEK.
VYuuTsiBast 001LIHME XUPYPrUUECKUE U aHECTE3HOIOTNYe-
CKHE PUCKH, HAJIMYHE PACcCXOKJIEHUH B Ipegonepau-
OHHOM H TocJieonepalonHoM auardose (17-20%),
CUHUTAIOT, HEOOXOAUMO B ITeANATPUN IPUAEPIKUBATHCS
OpPraHOCOXPaHSIOIIEH TAKTUKHU KaK MU c1abo QyHK-
LMOHUPYIOIIEH, TaK U TpH He()YHKIIMOHUPYIOILEH oY~
ke, mpoponkast crporuii koutpoins ¥Y3U, CKD, ypoBHs
kpeatunuHa u AJl B tunamuke [36—38]. OTHOCUTETB-
HBIMU MOKa3aHUSIMU K HE(QPIKTOMUH Yy JIeTEH C MyJIb-
THUKHACTO3HOH MOYKOM CUMTAIOT apTepUaIbHYIO THIIEp-
TEH3UI0, 00JEeBO a0OMUHAIILHBIN CHHAPOM, pelu-
JUBHPYIOLINN XapakTep UH(PEKIUU MOYEBBIX MyTEH.
OcHoBHbIMU ocnokHeHus MU MKI1 y nereit ssBnsrorces
aprepuaibHas runeprensus (5-28%), koropast B 60Jb-
IIMHCTBE CITy4aeB BBIABISIETCS HA IEPBOM IOy XKHU3HH,
My3bIPHO-MOYETOUYHUKOBBIH PEIIIOKC B KOHTpajare-
panpHO# nouke (5-25%), penunuBupyomias HHpeK-
st MoueBoit cuctemsl (3,9—34,7%) [35, 36, 38]. IIpo-
BeneHHas Hedpakromus npu MKII y 25-50% mauu-
€HTOB IIPUBEJIa K HOPMaJIU3al1K apTePUaIbHOTO 1aB-
nenus [36, 37]. KomneHcaropHas runepTpodus KoH-
TpajlaTepaibHOM MMOYKH HAUMHAETCS C BHYTPUYTPOO-
HOM KHU3HH, 4acToTa ee cocraBisieT 43—59% B Teue-
Hue 1 roga xus3Hu pedenka u 80—100% ciryuaes npu
HaOmroneHuu 110 5 et [35-38]. OTcyTcTBUE BBIPaKEH-
HOU runepTpouu KOHTpataTepabHON MMOYKHU Yalle
CBUJICTENLCTBYET O HapylleHnH ee GpyHkuuu [35, 38].
JlaHHBIE O CPOKaxX U CTENCHN UHBOJIIOLMH (4aCTHYHOM
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Tabnuua 10

PekomeHgauum no Be 4€HNIO NaLUEHTOB C OA4HOCTOPOHHE MYJIbTUKUCTO3HOM NOYKOM,
BbISIBJIEHHOW B NpeHaTasibHOM UM HeoHaTanbHOM nepuoge [Hains D.S. n coaer., 2009]

MeToanka PekomeHayemas yactoTa

Llenb nccnepoBaHumsa

OcmoTp o6nacTn Xxu-
BOTa
mec, 18 mec, 2 ropa, 3atem — eXerogHo

Mpn Kaxaom nocelleHnn negmatpa — B TedeHme 1
MEC XW13Hu, B 2 Mec, 4 mec, 6 mec, 9 mec, 12 mec, 15

MckniounTb Hanmune o6beMHbIX 0b6pas3oBaHuii (rm-
npPOoHedPO3 N onyxosnb)

NamepeHune aptepu-
aflbHOro AaBneHus

ExerogHo, Bkoyasa neter mnaaie 3 net

McknounTb apTepuasnbHylo rmnepTeH3nio

AHann3bl Mo4mn ExerogHo

BbisiBNIeHWE NPOTENHYPUM WU remMaTypumn

KpeaTHUH CbIBOPOTKM
(oueHka CKd)

B Bo3pacTe 2, 5, 10 net

OBHapyXeH1e No4YeyHo HeJOCTaTOHHOCTU

Y3U noyek B Bo3pacTe 2, 5, 10 net

BbisiBNeHne 0cnoxHeHnn (rmapoHedpos), Habnoae-
HUe 3a VHBOJIOLMEN MOPaXEHHOW MOYKM 1 KOMMEeHca-
TOPHOM runepTpodurel KoHTpanaTepanbHOM NOYKN

W TIOJTHOM ) TKaHW MYJIETUKHUCTO3HOM TIOUKH B JIUTE-
parype HOCAT HEOAHO3HA4YHbINH XapakTtep (B 19-74%
B TreueHue 9 mec — 10 net) [35, 37]. B 92% ciydaes
nipu noHo# nHBoonnu Tkanu MKII BeisiBnena kop-
PENALMOHHAA CBA3b C BBICOKOI CTETIEHBIO KOMIIEHCa-
TOPHOU rHNepTPOUH KOHTpaJIaTepaTbHON TOUKH 35,
37]. Puck paszsurus onyxonu Bunsmca npu MKII co-
craBiseT B cpenHeM 1:2000 ciydaes [38]. Bee ciy-
yau BBIABIICHUS OITyX0JM BuibMca 3apeructpuposa-
HBI y JieTell B Bo3pacTe 710 4 JIET U XOpOILO MojaBa-
JUCh TEpaNny, B TO BpeMsl KaK KapIlMHOMA BBISBIIS-
nachk B Bo3pacte 15-44 ronma (B ogHOM citydae B 63
rojia) Ha MO3AHEH CTaIuK B BUAE KPYIIHBIX OITyXOJIe-
BbIX 0Opa3oBaHuii [38].

| lMpocTas k1cTa noykm |

BpoxaeHHas MprobpeTeHHas

| |

OfOHOCTOPOHHSAS, ABYCTOPOHHSASA

OpaunHo4Has
MHoxecTBeHHasi

CeposHas
'emopparnyeckas
MHdmumpoBaHHas

WHTpanapeHxumHas

OkornonoxaHo4Has |<7

MynbsTUnokynsipHas

KopTtukanbHas

\ 4

Cyb6kancynsipHasi

Cxewma 2. Knaccndukaums npocTon KUCTbl NoYku [JlonatkmH H.A.
n Maso E.B., 1982].
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Tyouamasn (medynnapnas 2youamasn) nouxa

MenynnsapHasi ry0o4arasi moyka — 9TO KHCTO3Has
00JIe3HB MTOYEK, KOTOpasi KIIMHUYECKU MPOTeKaeT Oec-
CHUMIITOMHO M XapaKTepU3yeTCs paclIupeHneM coOu-
partenbHBIX TPYOOUEeK B COCOUKaX, B Pe3yJbTare 4ero
MoYKa BBIISLIUT ryouatoit [2, 27]. Kuctel B moukax
Yalie ¢ AByX CTOPOH, pazMepoM 10 1-3 MM, MOTYT co-
JiepKaTh TUIOTHBIE HETPOHUIAEMbIe JJISi PEHTI€HOB-
CKUX Jy4eil chepudeckre KOHKpEMEHTHI (00BI3BECT-
BJIeHHbIe cocouk) [2]. [Ipu HEocIOKHEHHOM Teue-
HUU apTepuajbHas TUIEepTeH3Hsl OTCyTCTByeT. Mo-
YeBON CHHJPOM MOYKET XapaKTepu30BaThbCs YMEpeH-
HOM MpPOTEUHYpUEN, MUKporeMarypueil. Jluarnoctu-
Ka rybuaroi MoukH y JieTeif ocHOBaHa Ha pe3ysbraTax
BHYTPHBEHHOH yporpaduu, Ipu KOTOpor Ha 5-if Mu-
HYTE BBIABISIETCS pajualibHas WIN JUHEWHas CTPyK-
Typa COCOUYKOB H/MJIH PacUIMpEHHBIE cCOOMpaTeIbHbIC
TpyOOUKH («OyKeT I[BETOB» B 30HE MHUPAMH/T), YBEIIHU-
YeHHe OJHOHN MM 00eux Mmodek B pa3Mmepax, 0e3 u3-
MEHEHMsI KOHTypa ToukH [2, 27].

Ilpocnos. MenynnspHasi ryouatas mouyka UMEET
noOpokadecTBeHHOE TeueHne. Hanbomnee yacThiMu
OCIIOKHEHUSIMH SIBJISIFOTCS] yPOIUTHA3, HHPEKIHSI MO-
YeBBIX MyTel; HapylIeHNe QYHKIMU MTOYEK pa3BHBa-
€TCsl pe/IKO, Yallle KaK CIe/ICTBUE XPOHHUECKOTO MHe-
JoHeppUTA WIK MOYEKAMEHHOM OOJIC3HU.

IlIpocmasa kucma nouxku

IIpoctsie kuctel nouek (I1KIT) orHocuTensHO pen-
KO BCTpEYaroTcsi B JETCKOM Bo3pacTe (0cOOSHHO pef-
KM TIPH pO’KACHUN U B rpyaHoM Bo3pacte). [IKII yae
OTHOCTOPOHHUE (BEPXHUH MOJIOC MMOYKH ), pacmoiara-
FOTCSl IPEUMYIIIECTBEHHO B KOPKOBOM CJI0€, TIPOTEKa-
10T 00b1uHO OeccumnTomMHO. [TKIT Gombiimx pasme-
POB MOTYT BbI3bIBaTh 0OJIb B MOSCHUYHOW 00JAcTH,
00CTPYKLIMIO MOYEBBIX MyTeH, apTepraIbHyI0 TUIIEp-
TeH3u10. Pa3mep mpocToii KUCTHI MOYKHU MPAKTHYECKU
He u3MeHsiercs B ieTckoM Bozpacte [40, 41]. [Ipocras
KHCTa MOYKM HE MMEeT HacleJICTBEHHOTO CeMEeHHO-
TO XapakTepa 1 HUKOI/a HE COYeTaeTcsl C KUCTaMH B



ISSN 1561-6274. Hedponorusa. 2012, Tom 16. Ne3 (Bbinyck 2).

‘BUHEEO0TOLUOBH LNL UIGHLHBHUINOT-OHWOJ0LLAR — QY {BMHEIOTOLUOBH LML NIGHENI08Nad-0HNO0J01AR — HY || BUML €0daLMNO UIGHEODB0AL — | D] ‘eHaMO|(—edOonHaD) WOATHUO — (D {E N Z ‘| a0UNL ENL
-poHOoddoH — §dH ‘CDH ‘L dH || U | 90UNL GHEBLIOQ BBHEOLOM BBHABLLATON — 29I ‘L M)A ‘ovHea0dnL1aurADHON 90M00hNLOHA1-0MNTON — Y| || ‘edagAd |—-BLaxia|\ WOdTHNO — A ‘BuTug—ar
-deg n eHA\—eoHado|f IFNOdTHND — GgALf H8hou eoLomNorAdanoLd — 3| (DN 8 LOIBhOILNIE 7] NLOOWNTOXQOSH 1UdL) BXVMLOOHIBNTOHS — 7] INOhOU E0.LOMMIULIOL UIGHEMDD8Mad-OHNOD0LAB —
LAY ‘Il ¥ | 80UML XBhOU E0LOMINLIOL NIGHLIHBHUWOT-0HWOO0L1Ae — 2 LTV ‘L UUTY '[9002 ¢ THedgamaumy] ualat A Xohou XBHESLIOQ XITHEOLOMN ndu W1INdOoIUe UMIOBhNLIOHIBUTT *E BWBX)

eHel0y| neuoxedue LOH qanLr WOLreheH
VIOHALIOLBINGITOE.L] O UMHBLOROO 8 | pH WISHHEE0dULIOE WuHHed 9 (D
[ 3 vLm
q100Lre1910 LTV Hexoweog
BEHHa8.LOWA VNHEWXK
Uy Uy e / 1oH
‘entfeHolouml etfol z siqadeu
a1oedsos ‘auHadnxQO 8  elousu) suHOdcbaH
ZDIN LI WoHTAd. || eunLdegAy -BloNoINLo
cZby -L2by ZL'elL dol -g'g| dol g ceul wodHny ‘TOH N
_ | _ _ YMHSKMET XIaH
_ z1doL Lzbl -atretHoendol eade MNLERLOD
a1HOWI8D 8 BUNeLAp _ _ anHamAdeH SOH OloHqUBLMdE  ENOUT guhedsHelet sohoL
BINOQOLION ‘BXhOXEOW BERHLHOWIM| |
L [ [ BKOLONg UL
91HBNISD 8 BuMelA sadonh BUEBHAIY
-OOWNTOXQO8H
1M SN ¢1b| arHoniad zzbe ndu
8 puneAn  uum aLHBNIBD TIV NN
1IN LdHdAN BUneLAp a  sunelApy
BuioLoLeL
dv _ / uniouoLeu €aq eHaLrgsIag
ZuunY 2 %OhOU MHESLIOQ ZDIN
uum LY I9Hkoweog 2I9HEOLONY UM LGN I9HKOWEog o VO
ovHesgowaLo90 et 189H
ao¥o8hMnioLonaLrerdQ
aMHegaLI0geE av
avHesgaLogee av aososhnTRdou) |
av s0%98hmiTedoln v DL HOXOWEOg v
_ _ I noHaoLroood enLreHy
d noHgoLroorod enLeHy _
1YIoHE0LD0Tod ENLIEHY IOHEOLIOOLO SOLOVIMLILIA LILIdY Hexoweog
_ €nLreHe ‘anHesgoraLogo _ I
S0MOORMHNL .
A BHOWELIIO eNMHed] BWED ‘ed100iMog 0I080IE0N
(19HOMAHOWA ULIN IGHORULISEA ONSLIONDSH dL1i9g [ 1 ologoidoy enuHeds eH 1G1omd ‘(I9HemaHewA | | eHemAdeH ewdod «wandau o 1Loo»
1A10m) edewsed OIOHALrBWdOH WMKOL ‘BBYLSh WOZ10eimoeg laWoLMLIOMNOMIHY | AL 19HBRhMLIBEA ONdLIONOBH 9199 1Aiow) edeweed ‘I9Hh1d LOWNmKOe Auni ou rannxHadeu
WI9g0IEON 1 WiqgoNdod Amkew enmHedl ‘lown G esLog 0JOHALIBWdOH ‘ULOOHHSIOXE VIOHHSMIGE0U MhOL | ‘I9HOMIHONA BUHSHOWEM
WIhOL | ‘eHoHedx09 endod
18U ¢ a0l | qouLmasou alqadaug BUHOHOWE| laur ¢ off

_
MohoU A

45



ISSN 1561-6274. Hedponorusa. 2012. Tom 16. Ne3 (Bbinyck 2).

npyrux opranax. B 90-98% nuarnoctuxa ITKII ocHo-
BbIBaeTCs Ha pesynsrarax Y3U. [{ng xapakrepucTu-
ku [IKII Heobxoanmo Hamuuue criequpUIHON TpHa-
abl Y3U xputepues: hopma Kpyrias, ¢ YeTKUMH rpa-
HULIAMH 1 [JIQAKUMH CTEHKAMU; aH3XOT€HHAsI BHYTPH,
TUIIEPIXOreHHAsl 3aAHsIs CTeHKa [2, 42, 43].

H.A. Jlonarkunsiv 1 E.B. Mazo (1982) npemoxena
KJaccuuKkanms IpoCToi KUCTHI MOYKH (cxema 2) [42].

MynbTHIOKY SIpHAs IPOCTas KUCTA BJISIETCS MHO-
rOKaMepHBIM KHCTO3HBIM 00pa30BaHUEM B YACTH T10Y-
Ku. BOKpyr KucThl HaOMIONAIOTCS JUCIUIACTHYECKUE
3NIEMEHTBI, YKa3bIBAIOIINE Ha paHHEEe SMOPHOHATIBHOE
MPOUCXOKICHHUE aHOManuu [42].

[Toxa3aHuem k XupyprudeckoMy JISUCHHIO SABIISIOT-
cs1 00J1b, reMaTypHsl, peLMANBUPYIOIIAs HHPEKIUS MO-
YeBBIX MyTeH, apTepuanbHas THIEPTEeH3Us, 00CTPYyK-
uusg MoueBbIX mmyTei [40]. Onucansl pe3ynbTaThl Ape-
HUPOBAaHUS CONEPKUMOTO KUCTBI C MOCIEAYIOLIUM
CKJIEpPO3UPOBAaHUEM IOJIOCTH KUCTBI 95% pacTBOpOoM
ataHona y aerelt [43, 44] nnu 20% pacTBOopoM TeTpa-
LUKIMHA TUApoxiopuaa y B3pocisix [40], kotopsle
HMMEIOT HEOTHO3HAYHBIN XapakTep.

Ilpuobpemennan kucmosnaa 601e31Hb NOYKU

[IpuoGperennas kucro3Has 00JIE3Hb TOUKH MPOSIB-
asieTcst 00pa30BaHUEM MHOXKECTBA KUCT B [TOYKaX Y I1a-
LIMEHTOB C MMPOrpeccUpyIoIeii 00Ie3HbI0 TIOYEK, HO Oe3
HacJIeICTBEHHON MPUPOIbl 00pa3zoBaHus KUcT [2]. Me-
XaHM3MOM 00pa30BaHUs IPHOOPETEHHBIX KUCT MOYKH
CUUTAIOT 3aKyNOPKY [IPOCBETA KaHAJIBLIEB BCIIEJCTBIE
¢ubpo3a n/mmm kaipuudukanmu. Yaie Bcero npuoo-
peTeHHasi KUCTO3HAs OOJIe3Hb MTOYKH OOHAPYKUBACTCS
y JIMII ¢ HapylIeHHneM (QYHKIMHU TOYeK, HAXOIAIINXCS
Ha nuanuse. [Ipu jJeueHnn auanu3om cpokoM doree 5
JIeT 4acToTa NPHOOPETEHHON KUCTO3HOH OO0JIe3HU MO~
yek cocransieT 10 S0-90% [2]. Knmuandyecku npuodpe-
TeHHast KUCTO3Has! 00JIe3Hb TIOUKH MIPOTEKaeT OeccuM-
[ITOMHO, city4yaifHo BeisaBisiercs npu Y3U nmm KT. Ku-
CTHI pazMepoM yaitie 10 0,5 cM, AByCTOPOHHHE, MHOXKE-
CTBEHHBIE, PACIOJIaraloTCsl MPEUMYILECTBEHHO B KOp-
KOBOM CJIO€ Io4eK. B npyrux opranax o4aroB rumeps-
XOT€HHOCTH WJIM 00Pa30BaHUs KUCT HE BBISIBIISIOT [2].

IIpoenos. Y OOIbHBIX, HAXOIAIIMXCS HA AUATH3E
Oonee 10 et yacToTa pa3BUTHSI OIYXOJIEH COCTABIISET
5%. B cBsI3U ¢ 3TUM cUUTaETCs] HEOOXOIMMBIM AL~
€HTaM, MOJyYaroLM Juain3 0ojee 3 JIeT, eXKEeronHo
npooauTh Y3U unu KT ¢ uenpro uckiatoueHus npu-
00peTeHHOM KHCTO3HOW O0JIe3HH MOYKH [2].

®. Xunpaeopann (2006) mpeuIoKuI AUarHoCTU-
YECKHUH aJITOPUTM IIPU KUCTO3HBIX OOJIE3HIX MOYEK Y
neteit (cxema 3) [27].

3aknwyenue

Kucro3neie 60ne3HM (KHCTO3bI) MOYCK y JeTel

MPEJCTABIIAIOT TETEPOreHHYIO TPYIIY BPOXKJICHHBIX,
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HACJIEACTBEHHBIX U IPHOOPETEHHBIX 3a00JIEBaHUH, OT-
JIMYAIOLIUXCS 110 IIPOUCXOXKICHUIO, KOJIMUECTBY U pa3-
Mepy KHCT, OJHOCTOPOHHEMY HJIH JIBYCTOPOHHEMY pac-
MIOJIO’KEHHUIO KUCT (BBIABIISIEMBIX IIPH YABTPa3ByKOBOM
UCCcIeI0BaHNH, KOMITBIOTEPHON TOMOTpadun ), UMero-
IIMX Pa3IM4YHOE T€UEHHE, IPOTHO3 U UCXOJ,.
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KOHUEHTPALNA CbIBOPOTOYHOIO BEJIKA-TPEALLIECTBEHHUKA
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APTPUTOM, MMEKOLWLNX TTPOTENHYPUNIO
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CONCENTRATIONS OF SERUM AMYLOID PRECURSOR PROTEIN IN
BLOOD AT PATIENTS WITH JUVENILE RHEUMATOID ARTHRITIS AND
PROTEINURIA
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PEDEPAT

LIEJIb NCCJIEAOBAHUS. OueHNTb M3MEHEHMS KOHLEHTPALLMN CbIBOPOTOYHOro 6eska — npealecTBeHHrka amunonaa (SAA)
B KPOBU AETEN, O0JIbHbIX OBEHU/IbHBIM peBMaTonaHbIM apTpuTom (KOPA), conocTtaBuTb KOHLEHTPaLUMU SAA C UIBMEHEHUAMN
B aHanma3ax mouun y nauyeHTos ¢ tOPA. MALUMNEHTHI K METO/Ibl. O6¢cnenoBanbl 60 peteli ¢ FOPA. OnpeneneHa KOHUEHTpaunus
SAA B CbIBOPOTKE KPOBU METOAO0M MMMYHOMEPMEHTHOro aHannaa (MPA). OueHeHbl AnHamuka obLMX aHaIM30B MOYHN, Cy-
TOYHAs NPOTENHYPUS, YPOBEHb 00LLLEro 6eska, anbbymMrnHa CbIBOPOTKM KPOBU, CKOPOCTb Kiy6o4ukoBon dunstpaumm (CKP) no
KJIMPEHCY 3HAO0reHHOro kpeaTuHuHa. PE3YJIBTATHI. Y 31 n3 60 605nbHbIX (51,7%) UBMEHEHMS B aHaNIM3ax MOYM He yCTaHOBSe-
Hbl. Y 29 peteit (48,3%) anarHocTMpoBaHa NPOTENHYPUS, N3 HUX Y 28 NaumeHTOB CyTOYHAs MPOTEVHYPUS HE focTurana crte-
neHn HeppoTUYecKoro cuHapoma (MeHee 1 r/m?/cyT). Y 1 60/IbHOMO C YCTAHOBIEHHBIM PEBMATOMAHBIM aMUIONO030M MoYeK
Ha POHe ANnTeNbHOro TeveHns cuctemHon dopmbl KOPA npotenHypus pocturana 33 r/cyt, cHmxkeHne CK® no 40 mn/mMuH,
MakcumasibHas KoHUeHTpauus SAA B KpoBu naumeHTa — 828 Hr/mn. Y 59 n3 60 naumeHToB ¢ FOPA CK® no knnpeHcy aHAOreH-
HOrO KpeaTuHWHa B Npeaenax BO3PacTHOM HOPMbI. MoBbILLEHHas KOHLEeHTpauma SAA B kpoBu (292,3+30,9 Hr/mn) BbisiBne-
Hay 56 n3 60 nauneHToB ¢ tOPA (93,3%). 13 31 nauuyeHTa ¢ FOPA, He nmetowero npotenHypuio, y 28 (90,3%) BbiSiBNIEH NOBbI-
LLIEHHbIN ypoBeHb SAA B kpoBu (205,7+44,3 Hr/mn). U3 29 6onbHbIx ¢ KOPA, nmetowmx npotenHypuio, y 28 (96,6%) 3adbukcu-
pOBaHO NoBbileHME KoHUeHTpaumn SAA (378,8+36,7 Hr/mn). YCTaHOB/IEHO CTAaTUCTUYECKM 3HAYMMOE Pasnmnymne: KOHLEHTpa-
uma SAA B kposwm 28 naumeHToB ¢ FOPA, nmetowmx npotenHyputo (378,8+36,7 Hr/mn), AOCTOBEPHO BhILLE, YeM KOHLEHTPaunus
SAA (205,7+44,3 Hr/mn) y 28 60JbHbIX, HEe MMetoLwmx npoTenHyputo. SAK/TKOYEHUE. Y naupeHToB ¢ FOPA B 93,3% ycTaHoB-
JIEHO NMOBbILLEHNE KOHUEeHTpaumn SAA B KpoBU. BbisiBNeHO, 4To KOHUeHTpaums SAA B KpoBu 60nbHbIx ¢ OPA, nmeiowwmx npo-
TENHYPWIO, LOCTOBEPHO BbILLE, YEM Y NaUMeEHTOB ¢ tOPA, He nMeloLMX NPOTENHYPUIIO.

KnioueBblie cnoBa: i0BEHWSIbHbIV PEBMATOWOHbI apTPUT, CbIBOPOTOYHbIV 6enoK-npeaLecTBeHHNK amunonaa SAA, nopaxe-
Hue noyek, AA-amMnnonao3s, NPOTENHYPUS, OETU.

ABSTRACT

AIM OF RESEARCH. To estimate concentrations of serum amyloid precursor protein (serum amyloid A protein — SAA) in blood
of children with juvenile rheumatoid arthritis (JRA), to compare SAA concentration with pathology of urine analyses. PATIENTS
AND METHODS. 60 children with JRA were examined. Concentration SAA in blood of patients was measured by an enzyme linked
immunoelectrodiffusion essay. Dynamics of clinical urine analyses, daily proteinuria, total protein value, serum albumin value,
glomerular filtration rate (GFR) were estimated by endogenous creatinine clearance. RESULTS. 31 of 60 patients (51,7%) had
normal urine analyses. 29 patients (48,3%) had proteinuria, 28 from them had daily proteinuria value less than 1g/m?/24h. One
patient with rheumatoid renal amyloidosis because of long-standing systemic JRA had proteinuria up to 33g/m?/24h, GFR - 40
ml/min, maximal SAA concentration 828 mg/I. 59 of 60 patients with JRA had normal GFR according to endogenous creatinine
clearance. Increased blood SAA concentration (292,3+30,9 mg/l) was revealed in 56 of 60 children (93,3%). In 31 patients with
JRA without proteinuria in 28 (90,3%) was observed increased SAA concentration (205,7+44,3 mg/l). In 28 of 29 patients with
proteinuria (96,6%) was determined increased blood SAA concentration (378,8+36,7 mg/l). SAA concentration in 28 patients with
proteinuria (378,8+36,7 mg/l) was authentically higher than SAA (205,7+44,3 mg/I) in blood of 28 patients without proteinuria.
CONCLUSION. In 93,3% patients with JRA increased blood SAA concentration was determined. The results revealed that blood
SAA concentration in patients with JRA and proteinuria was higher than in patients without proteinuria.

Key words: juvenile rheumatoid arthritis, serum amyloid precursor protein (SAA), kidney irritation, AA amyloidosis, proteinuria, children.
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BBEAEHUE

IOBenunpueil peBMaronansiii aptput (KOPA)
MpeACTaBIsIeT COOOH CHCTEMHOE XpOHUYECKoe 3a00-
JIeBaHWE COETMHUTEIbHON TKaHU C PEUMYIIECTBEH-
HO ayTOMMMYHHBIM ITaTOT€HE30M, pPa3BUBAOIIEeCs y
neTei 1o 16 neT, XxapakTepHbIM NPOSBIECHHEM KOTOPO-
ro sBisgeTcs apTput. Ilarosnornueckuil npouecce npu-
BOJUT K JAECTPYKIIMU MTOPaKEHHBIX CYCTaBOB U COYe-
TaeTcs y psiaa O0IbHBIX C BRIPAKEHHBIMU BHECYCTaB-
HBIMU TposiBiIeHUsIMU [ 1-3].

B Hacrosiee BpeMsi B MUPOBOM HEUATPUYECKOM
PEBMAaTOJIOTUHN HET €MHOTO B3MJIsJa HAa TEPMHUHOJIO-
ruto u kinaccugukanuto KOPA. B npaktuke peBmarosio-
THYECKHX IIKOJI Pa3HbIX CTPaH CYLIECTBYIOT TPH Tep-
MHUHA U COOTBETCTBYIOIIME UM KJIacCH(PUKAIIH, KO-
TOpBIE MOJKHO PacCMaTpUBaTh Kak SKBUBAJICHTHI APYyT
JpyTa: I0BEeHWIbHbIN peBmMaronaubiii apTput (FOPA)
(Amepukanckas kosuterus pesmaronoros, ACR), 1oBe-
HWIBbHBIN XpoHuueckuii aprput (FOXA) (EBporneiickas
nura npoTuB pesmaruzma, EULAR), 1oBeHUIBHBIN
uauonarnyeckuit aptput (FOMA) (MexmayHnapomgHas
nura pesmaronorndeckux accoruanuii, ACR) [1, 3-7].

3HAUUMBIM CXOJICTBOM TPEX KiIacCUPHKALUI SIB-
JsieTCsl BbIACTICHHE OCHOBHBIX KJIMHUYECKHUX BapHaH-
TOB apTPHUTa, 3HAYUTEIFHO OTINYAIOIINXCA TI0 Tede-
HUIO U HCXOAaM: CUCTeMHas (hopma, oTHapTHKYJISIp-
HBIH, OJTMTOAPTUKYJAPHBII BapuaHrt [4, 5].

B oredecTBEHHON IeqUaTpUUYECKON pPEBMATOJIO-
TUU TIPUMEHSIETCS TePMUH IOBEHUJIbHBIH pEeBMaTo-
WIHBIA apTpUT, JJI MOCTAHOBKHU JAMArHO3a MCHONb-
3yoTca BoctouHo-EBponelickue quarHoctuue-
ckue kputepun FOPA, kotopblie BKItouatoT B ceOst 16
KIIMHUKO-PEHTIEHOIOTMYECKHX 1 Ta00paTOPHBIX MTPH-
3HaKoB [1, 3-5, 8]. K OCHOBHBIM KIMHUYECKUM MPHU-
3HAKaM OTHOCSITCS: apTPUT MPOJIOIKUTEILHOCTHIO 00-
nee 3 Mec, apTPUT BTOPOT'O CyCcTaBa, BO3HUKAIOIIHI ye-
pe3 3 mMec u Gojiee mociie Opa)KeHUs IepBOro, CHM-
METPUYHOCTb MTOPAKEHHS MEJIKMX CyCTaBOB, BBITIOT B
[IOJIOCTH CYCTaBa, KOHTPAKTypa CycTaBa, TeHIOCHHO-
BUT WK OypCHUT, MBILIIEUHAS aTpO(Hsl, YTPEHHSS CKO-
BaHHOCTb, PEBMATOMIHOE TTOPAKEHHE I71a3, PpeBMATO-
nanabsle y3enku. [Ipu nanuanu 4 u3 16 npu3HakoB Jau-
arHoctupyercs «onpenenéuusiiny FOPA [1, 3-5, 8].

Jleuenne FOPA nampaBiieHO Ha 3aMenjieHUE TPO-
LIECCOB JIECTPYKIIMU CYCTaBHOTO XpsIa U MpeayIpe-
JKICHUE pa3BUTHS OCIIOKHEeHU! 3aboneBanus [9, 10].
MenukamenTto3nas tepanusi FOPA Bkiiodaer B cebs
CUMIITOMAaTHYECKYIO [HECTEepOUIHbIE MPOTHBOBOC-
nanurensbHbie cpeactsa (HIIBC) u rmrokokopTukon-
JIbI| ¥ TATOTEHETUYECKYIO Tepanuio (MMMYHOCYIIpec-
CUBHBIE ITperaparbl, 4aCTO Ha3bIBa€MbIE B JIUTEPATY-
pe «0a3uCHBIMU MPOTHBOBOCHAIUTEILHBIMH IPETIa-
paramuy). CornacHo kiaccuuKanuu, TPUHITON Ha

5-M 3aceganun MexayHapoOaHOH JHUrH 1o 6opbde ¢
pesmaruzmom BO3 (1993 r.), npoTuBOpeBMaTHye-
CKHE Ipernaparbl MOApPa3ACsIoTcs Ha MOIUPHULNPY-
torre cumnTombl 3aboneBanus (HIIBC, mmokokopTu-
KOWJIbI) U MOAM(DUIIUPYIOLIIE TEUCHUE 3a00ICBaHNUS,
K KOTOPBIM OTHOCSITCSI HELIUTOCTAaTUUECKHE TIpernapa-
Thl (cynbdocana3ut, D-neHuuniiaMruH, colu 30510~
Ta), HIUTOCTAaTUYECKHE Mpernaparsl (METOTpeKcar, -
kiodochamua, xaopamOynua u Jap.) U OUoJoruye-
CKue areHThl (MHpIKcuMal, puTykcumao, agamimy-
ma0b) [1, 3,5, 9, 11].

[Tporennypuio wim HePPOTHUECKUI CUHAPOM MIPH
IOPA y neteii 00BSICHSIOT pa3BUTHEM MEMOPaHO3HOM
He(ponaTHy NP HUCIOIb30BAaHUU B TEpaluu HecTe-
POUIHBIMH [TPOTUBOBOCIIAIUTEILHBIMHE ITpeNapaTamu,
MIPOSIBIIEHUSIMH PEBMATOMIHOTO BaCKYJIUTA, Pa3BUTH-
€M PEeBMAaTOMJIHOIO aMUJIOK03a ovek [12].

KOPA cunrtaercst 0JHOM U3 OCHOBHBIX IPUYHH pa3-
BUTUS BTOPUYHOTO A A-aMHIIOH/103a TOYEK, TPUBO/A-
LIET0 K Pa3BUTUIO MOYCYHOU HEIOCTATOYHOCTH [3, 8,
9, 12-15].

AMWION03 XapaKTepU3yeTCsl CUCTEMHBIM HIIN
JIOKAJIbHBIM OTJIOKEHMEM B TKaHSAX HEPaCTBOPUMOTO
¢GuOpHILIIPHOTO MIMKONpOTena — amuionaa. B ma-
ToreHeze AA-aMWION103a Beylllee 3HaYeHUE IpH-
JIAI0T aMUJIOUJOT€HHBIM CBOMCTBaM CBIBOPOTOUHOTO
Oenka-npenIecTBEHHUKA aMuiionia. benok ¢pubpuit
amuiIonaa npu AA-aMuIIon03e 00paszyercsi Makpo-
(haramu U3 CHIBOPOTOYHOTO OeJIKa-IIPEALIECTBCHHUKA-
SAA B pe3ynbTare ero HermoJxHOro pacuierieHus. SAA
— Oesok octpoii (pasbl, OTHOCSIIUICS K O-IJI00YTUHAM
[16-20]. B HOp™Me Oenok SAA mpuUCYTCTBYET B KpO-
BU B KOHIICHTpaLUH, He TipeBbimatoniend 10—15 ar/mn
[21-23].

B ycnoBusx XxpoHH4eCcKOro BOCHalIUTEIbHOTO IIPO-
necca (peBMaTOMIHBIN apTPUT U IPyrue CUCTEMHBIC
BOCTIAJIMTENIbHBIE 3a00JIEBaHMs1) IPOUCXOAUT YCHIICH-
HBI cuHTe3 SAA M ero KOHLIEHTpaIusi B KPOBH MO-
skeT yBennuuthes B 100—1000 pa3 u juyntensHOE Bpe-
Msl TTOJIIEPKHUBATHCS HA BHICOKOM ypoBHE. [Ipu aTom
MOBBIIIACTCS KHTEHCUBHOCTH 00pa3zoBaHus GuOpUILT
AA-aMuionsa B TKaHSX, YTO CHOCOOCTBYET pa3Bu-
THIO U IPOTrPECCUPOBaHUI0 ammiionio3a [16, 24-27].

B knmnHn4eckoil kapTuHEe peBMaTOUIHOTO aMUJIOH-
J103a MOYEK MPOCIIEKEHbI HECKOIBKO CTAUIl: JaTeHT-
Has CcTajaus, NPOSIBISAIOLIAsACS TPAaH3UTOPHON IpOTe-
UHYPUEH, IPOTEUHYPUUECKAs CTausl U CTOUKUI He-
(bpoTrudecknii CHHAPOM C IPOTrPECCUPOBAHUEM B XPO-
HUYECKYIO MTOYEUHYIO0 HEJOCTaTOuHOCTS [15, 28, 29].

Jnarno3 amuiion103a oyek, mpeanonaraeMblii o
KJIMHAYECKUM TPH3HAaKaM, OATBEpkKAaeTcs Mopdo-
JIOTHYECKH MPU U3YyUYEHUHM MaTepualla, MoJly4eHHOTO
npu 6uorncuu Tkaneil. Hanbonee noctoBepHbIM METO-
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JIOM SBJISIETCSI MCCIIENOBaHUe OMONTATOB IMOYKHU. Ya-
CTOTA BBISIBJICHUS aMUJIOUI03a B TOM CJIy4ae JOCTH-
raet 90-100% [19].

PeBmarounHbIil aMUIION03 MOXKET PA3BUTHCS KaK
4yepe3 HeCKOJIbKO MECSIIEB OT Hayajla OCHOBHOIO 3a-
OoneBanus, Tak u yepes 15-25 net [30].

Jleuenue BropuyHOro AA-aMuI0u103a, Mo JaHHBIM
psiaa ucciae0BaHu, 3aKII0YACTCs B TEPATUU IIpeapac-
[10JIararoIero 3a00JIeBaHMs M BO3AEHCTBUH Ha dTAIlbI
AA-amunonnoresesa. [lepcrieKTUBHBIM METOIOM IPO-
¢dunakTuky 1 nedeHus AA-amuiongosa npu FOPA B
HACTOSIIIEE BPEMS CUUTACTCS IPUMEHEHUE CEJICKTUB-
HBIX UHTUOUTOPOB (paKTOpa HEKPO3a OMYyXO0JIu-0. (MH-
(imkcrMab). PekoMEeH Ty IOT KOJTXUIIUH, aHTHAMHJIOW]T-
HbIi 3(h(HEKT KOTOPOTO CBA3BIBAIOT C BO3/ICHCTBUEM Ha
MHOTHE dTarbl aMuIouAoreHe3a. HeoOxoaumo mosxus-
HEHHOE NPOBEICHUE TEPANUU KoIXxuuuHoM [8, 31, 32].

Ilenp ucciienoBaHus: OLUEHUTH U3MEHCHUS KOH-
LIEHTPAIH CBIBOPOTOUHOTO OeJIKa-ITPE/IIIeCTBCHHUKA
amwionsna SAA B KpoBU JIeTel, OOJBHBIX FOBEHUIIb-
HBIM PEBMAaTOUJIHBIM apTPUTOM, B 3aBUCUMOCTHU
OT CTEMEeHU MPOTCUHYPUH, JJIUTECIHHOCTU TEUCHUS
OCHOBHOT0 3200JIeBaHUsl, OT KJIMHUYECKOTO BapuaHTa
IOPA u nepuona FOPA, conoctaButh KOHLIEHTpAUU
Oenka-Trpe/ecTBeHHIKa SAA ¢ KIMHUYECKUMH IPO-
SIBJICHUSIMU TTOPa’KeHUA MoueK y nmarueHToB ¢ KOPA.

NMAUUEHTbBI U METOAbI

O6cnenosanbl 60 manueHToB (18 ManpuuKoB U 42
nesoukn) ¢ FOPA. [luarnoctuka FOPA mpoBomuiach
B COOTBETCTBUU ¢ BocTouHO-EBponeiickumu Juarto-
ctruueckumu kpurepusmu TOPA [1, 3-5, 8].

[MammenTs! ¢ FOPA pacnpeseneHsl 1o rpynmnam B
3aBHCUMOCTH OT JIaBHOCTH OCHOBHOTO 3a00JieBaHus,
KJIMHAYECKOTO BapuaHTa TeueHus, akTuBHOCTH FOPA,
HAJIWYHS IPOTEUHYPHH 10 TaHHBIM CYTOYHBIX aHAJIU-
30B MOUYH Ha OEJIOK.

OnpeneneHa KOHUEHTPALUsI CBIBOPOTOYHOTO
OeJka-npeIecTBeHHIKa aMutonia SA A B CHIBOPOTKE
KPOBH METOZIOM TBEP0(a3HOro MIMMYHO(EPMEHTHOTO
ananmm3a (ELISA — Enzyme Linked Immuno-Sorbent
Assay) c ucnionbzoBanueM HaOopa Invitrogen Hu SAA
(«Invitrogen Corporation», Kanana) B ycioBusx cre-
LUaTM3UPOBAHHOMN 1a00PaTOPHH KIMHUYECKOH HMMY-
nonoruu HULL CITI6I'TIMA. OueHeHbl fuHaMuKa 00-
LIMX aHaJM30B MOYM, CYTOYHAsl NPOTEUHYpUS, YPO-
BeHb 00mero Oenka, aabOyMHHA CHIBOPOTKH KPOBH,
CKOPOCTb KiTyOoukoBoi uisrpanun (CKD) no kinu-
PEHCY HIIOTEHHOTO KpEeaTHHUHA.

Crarucruueckast 00padoTKa pe3yIbTaToB UCCIIEN0-
BaHMS MPOBOAMIIACH C UCIIOIb30BaHUEM CTaHAAPTHBIX
MAKETOB MPOrpaMM HPUKIAJHOTO CTATUCTUYECKOTO
ananmmsa (Microsoft Office Excel 2003, Statistica for

50

Windows v. 6.1). JlaHHbIe MpencTaBIeHbl KaK Cpeji-
Hee apudmernueckoe (X) + craHIapTHOE OTKIIOHE-
Hue (SD). JlocToBepHOCTD pa3nunii CpaBHUBAEMBIX
ToKa3aTesell onpeaeseHa no HemapamMeTpUuyecKo-
My U-kpurepuro ManHa—YUTHH, TapaMeTPUUYECKO-
My kputeputo t-CteronenTta. Kpurndyeckuii ypoBeHb
JIOCTOBEPHOCTU HYJIEBOW CTaTUCTUYECKON I'MIIOTE3bI
(p) npunsr 3a 0,05. s oLeHKH B3aUMO3aBUCHMO-
CTH BEJIMYMH HCIOJIb30BaHBI METOJIbI KOPPEALUOH-
HOTO aHaJIN3a.

PE3YJIbTATbI

Bospact 60 nauuenros ¢ FOPA na momenT obcie-
JoBaHUs cocTaBui ot 1 roga 6 mec o 17 ner (cpen-
Huit Bo3pact 9,3+0,5 ner).

VY 39 u3 60 geteil nuarHoCTUpOBaHA MPEUMYIIIE-
cTBeHHO cycraBHas (opma FOPA (65,0%), y 21 ma-
nueHta — cucremHas gopma KOPA (35,0%). Ha mo-
MEHT o0OcinenoBanus y 23 jeTell KOHCTaTUPOBaH He-
aktuBHbI FOPA (aktuBHOCTB 0 cTenienn), y 37 60Iib-
HbIX — akTuBHBIA FOPA (I-1II cTenienp akTuBHOCTH).

JlaBHOCTB OT Hauana 3abosneBanust FOPA x MoMeH-
Ty KaTamHe3a cocTtaBuia ot 3 mec 1o 16 ner (5,1+0,5
net). M3 60 nmanmentoB y 33 (55,0%) maurenbHOCTH
IOPA cocraBuna menee 5 ner (1,9+0,3 roma), y 27
6o0mbHBIX (45,0%) maBHOCTH 3a00JICBaHUS JOCTHIajaa
5 ner u 6onee (8,9+0,5 ner).

Tepanus FOPA npoBojguiach B COOTBETCTBHH C
MEXIyHapOJHBIMU CTaHJIAPTaMHU U BKIIOYaja B ceOs
HECTEPOU/IHBIC TPOTHBOBOCIAIUTEIIbHBIC IIpenapa-
Thl (auKiIodeHaK, HUIMECYIH]I, MEJIIOKCUKAM), TIIF0-
KOKOPTHUKOCTEPOUJIHBIC penapaThl (BKIrOUas MyJbC-
TEeparu METHINPEIHU30JI0HOM), aHTHMETA0O0IUT
— METOTPEKCaT, MHFMOUTOP KaJdbI[MHEWPUHA — IIHUKJIO-
CIIOPUH, HHTUOUTOP CUHTE3a MUPUMHUIMHOB — JIe(ITy-
HOMHUJI, OMOJIOTUYECKUE areHThI (abaTarent, ITaHep-
LEeNT, TONUIN3yMa0, nHpIMKcumao).

V¥ 31 u3 60 6onbHbIX (51,7%) n3MeHeHUs B aHAU-
3ax MOYM HE yCTaHOBIICHBL. Y 29 nereit (48,3%) nua-
THOCTHUPOBaHA MTPOTEHHYPHUS, U3 HUX y 28 MallueHTOB
CYTOYHAas MPOTEHHYPHsI HE JOCTHUTaJIa CTENICHN Hepo-
tudeckoro cuuapoma (o 0,4 r/m?/cyT).

VY 1 GOJNBHOTO C YCTAaHOBJIICHHBIM IO JIaHHBIM OU-
oncuu oT 2010 I. peBMaTOUIHBIM aMUJIOUI030M IIOUYEK
Ha (hOHE JUTUTEIBHOTO TeueHus (1aBHOCTh FOPA K Mo-
MEHTY KaramHe3a — 14 net) cuctemHoit popmel FOPA
BBISIBJICHBI IPOTEUHYPUS 33 T/M?/CYT, THITONPOTEHHE-
must (43,0 r/i), runoansOymunemust (19,7 r/im), cHuxke-
Hue CK® o 40 mu/mMmuH. MakcumanbHas KOHIICHTPA-
st SAA B KpOBHU NaIMEeHTa COCTaBIsUIa 828 HI/MIL

N3 60 naruenTos npu gaBHoct FOPA Menee 5 net
NpoTerHypHs BelsBIeHa y 14 nereit (23,3%), npu 1uiu-
tenpHOCTH FOPA 5 net u Gosiee mpoTeuHypust TMarHo-



ISSN 1561-6274. Hedponorusa. 2012, Tom 16. Ne3 (Bbinyck 2).

Tabnuua 1

MoBbilWweHne KOHUeHTpauumn SAA B KPOBU Yy NauueHToB ¢ FOPA

pynnbl nauneHToB ¢ FOPA

MoBbiweHne SAA y BCeX MALUMEHTOB, HI/MN

MoBbiweHne SAA y NaUMEHTOB C MPOTENHYPUEN, HI/MA

IOPA 292,3+30,9 (n=56)

378,8+36,7 (n=28)

OnutenbHocTb FOPA < 5 net 275,7+42,0 (n=31

360,5+46,7 (n=14

OnuntenbHocTb OPA > 5 net 312,8+46,2 (n=25

397,0£57,9 (n=14

CyctaBHas dopma tOPA

CuctemHasn dopma tOPA 338,3+52,8 (n=21

393,7£61,6 (n=11

HeakTuBHbIli FOPA 250,8+52,1 (n=20

318,3+55,0 (n=11

(

( )

( )
264,6+37,7 (n=35)

( )

( )

( )

AKTUBHBI FOPA 315,3+38,4 (n=36

)
)
369,1+46,8 (n=17)
)
)
)

417,9+47,7 (n=17

crupoBana y 15 6onmpHbIX (25,0%). [IpoTennypus BbI-
siBrieHa y 18 u3 39 manmeHToB ¢ cycraBHOU (hopMmoii
IOPA (46,2%), y 11 u3 21 marueHTa ¢ CUCTEMHBIM
FOPA (52,4%), a Taxxke y 12 u3 23 6onpubix ¢ FOPA
B craguu pemuccu (52,2%), y 17 u3 37 mauueHTos ¢
oboctpenuem OPA (45,9%).

YpoBuu o01iero Oenka 1 anbOyMHHa CHIBOPOTKH KO-
BU Y 59 u3 60 00cenoBaHHBIX OOJNBHBIX COOTBETCTBO-
Baym HopMe (73,6+0,6 1 32,7+0,5 1/11 COOTBETCTBEHHO).

VY 59 u3 60 obcnenoBannbix manueHToB ¢ KOPA Ha-
pyurenus: GyHKIMH 1mMoyek no npode Pebepra He BbI-
serenbl (CK® mo kimupeHcy SHIOTeHHOTo KpeaTHHU-
Ha — 121,5+4,2 mu/mMun).

[loBpimenHass koHueHTpauus SAA B KpOBHU
(292,3+30,9 ur/min) ycranosiena y 56 u3z 60 narueH-
toB ¢ FOPA (93,3%).

N3 31 mamuenta ¢ FOPA, He umeroiiero nmpoTeu-
HypHI0, 3apUKCHpOBaHbl y 3 OonbHBIX (9,7%) KOH-
uentpanus SAA B mpeaenax HOpMEL, y 28 (90,3%)
— TMOBBILIEHHBIN ypoBeHb SAA B CBIBOPOTKE KPOBU
(205,7+44,3 ur/mn). 13 29 6onpabix ¢ FOPA, numeto-
LIMX NpoTenHyputo, y 1 manmenta (3,4%) yctaHoBieHa
HOpMaJibHas KoHIeHTpauusa SAA, y 28 (96,6%) — 3a-
(hUKCHMPOBaHO MOBBIIICHHE KOHIIEHTpauu SAA B Kpo-
Bu (378,8436,7 ur/mn). [Ipu cpaBHUTEIBHOM HCCIIE-
JIOBAaHHMHU yCTAHOBJICHO CTATUCTUYECKU 3HAYMMOE pa3-
anyune: KoHueHTpanus SAA B kpoBu 28 MallMEHTOB ¢
FOPA, nmeromux nporennyputo (378,8+36,7 ur/mi),
JIOCTOBEPHO BhIIie, yem 205,7+44,3 Hr/mn y 28 6011b-
HBIX, HE UMEIOIUX npoTtenHypud (p<0,01).

W3 33 manmenToB ¢ gaBHoCcThI0O FOPA MeHee 5 net
y 31 (93,9%) ycTaHOBIICHO MOBLIIICHUE KOHIICHTPA-
uuu SAA B kpoBU; U3 27 OONBHBIX C JUTUTEIHHOCTHIO
FOPA 5 net u Gonee nmoBbIIEHHBIH YpoBeHb SAA Ha-
omromancs y 25 nereit (92,6%). Y 14 nauneHTos, ume-
IOUIMX MpoTerHyputo npu AasHocTH FOPA Menee 5 ser,
00Hapy»KeHO MOBbIIIEHIE KOHLEHTpauu SAA B Kpo-
Bu B 100%; 13 15 G0JBHBIX C IPOTEHMHYPHUEH TPH TH-
tenbHOCTH FOPA 5 net u 6onee y 14 (93,3%) xoHIIeH-
Tpauus SAA NpeBbICHIa HOPMY.

W3 39 6onbHbIX ¢ cycTaBHOU (opmoii FOPA y 35
(89,7%) BBISIBIICHA BBICOKAs KOHIEHTpamus SAA B

KpoBH; 13 18 manuenToB — ¢ cyctaBHoi popmoii FOPA,
UMEIOIIUX NpoTerHypHio, y 17 (94,4 %) — 0OHapykeHO
noBbIlIeHNne ypoBHs SAA. V 21 manueHTa ¢ CUCTEM-
Holt popmoii FOPA B 100% 3admKkcrpoBaHO MOBBHIIIE-
HUe KOoHIeHTpauu SAA;y 11 GONbHBIX C CHCTEMHOM
¢dopmoti FOPA u nporennypueti B 100% BBIsSBIICH 10~
BBIIIEHHBIH YpOBEHb SAA.

N3 23 nereii c neakTuBHbIM KOPA v 20 (87,0%) 3a-
¢uKcHpoBaHa MOBBIIEHHAs] KOHIEHTpaus SAA; u3
37 maumenToB ¢ akTuBHBIM FOPA BhICOKHIT ypOoBeHB
SAA koHcTarupoBan y 36 nereii (97,3%). 13 12 6oib-
HBIX ¢ HeakTUBHBIM FOPA, nMeromux npotenHyputo, y
11 (91,7%) xonuentpauus SAA npeBbicuIa HOPMY; Y
17 nereii ¢ akruBHbIM FOPA 1 nporeunypueii 8 100%
BBISIBJIEH BBICOKUH YpOBEHb SAA.

VYpoBHU MOBBIIIEHUS KOHIEHTpaun SAA B pac-
CMOTpEHHBIX rpynnax nanueHTtoB ¢ FOPA npencras-
JieHsl B a0 1.

IIpoBeneHo cpaBHUTEIBHOE HCCIIEI0OBAaHHIE KOHIICH-
Tpaumii SAA B KpOBM MallMEHTOB B 3aBUCUMOCTH OT
JnutenbHocTH TedeHus FOPA, kmnHueckoro BapuaH-
ta FOPA, nepuona KOPA. He ycTanoBneHno craructu-
YEeCKHU 3HAYMMOT0 pa3nnyus ypoBHe SAA kak cpenn
BCEX MAllMEHTOB B YKa3aHHBIX IpyMIax, Tak U cpenn
MAIEHTOB, UMEIOUINX MPOTENHYPHIO.

Koppensiyun Mexny koHieHTpanueid SAA 1 ypos-
HeM 0011ero 6enka 1 albOyMHUHa CHIBOPOTKH KPOBH, a
Takxke MeXy SAA U CTENCHBIO MPOTEUHYPHUH Y 00-
CJIEJTOBAHHBIX MALIUEHTOB HE YCTAHOBJICHBI.

OBCY)XAEHMUE

M1 ipeIcTaBUIIN Pe3yIbTaThl OIICHKU KOHIICHTPa-
IIUH CHIBOPOTOYHOTO OeITKa-MIPEAIICCTBEHHIKA aMHUIIO-
una SAA B kpoBu 60 nmaniuentoB ¢ KOPA B Bo3pacte ot
1 roma 6 mec 10 17 1eT ¥ conocTaBICHUS OTYUYCHHBIX
JIAHHBIX ¢ KIIMHUYECKUMU MPOSBICHUSMU MTOPAKEHUS
MOYEK Y 00CIIe/IOBaHHBIX MAIUECHTOB,

YCcTaHOBNIEHO MOBHIIICHUE KOHIEHTpaus SAA B
kpoBu nanueHtoB ¢ KOPA B 93,3% cayuaes. [lony-
YEHHBIH Pe3yJbTaT MOKHO OOBSICHUTB TeM, 4T0 SAA
SIBJISICTCSL OCIIKOM OCTPOU (pa3bl, OTHOCSAIIUMCS K
a-roOynuHaM. B psine wcciemoBaHuil OATBEPKIC-
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Ha posib SAA KaK 0OTHOTO U3 UyBCTBUTEIbHBIX MApPKe-
POB aKTUBHOCTU CUCTEMHOT'O BOCHAIUTEIBHOTO MPO-
Hecca, 0co00 MogUEPKHYTa BhIpakeHHAsl Bapualelib-
HOCTb ITOKa3aTesiell KoHIeHTpauu SAA B KpOBH Na-
LIMEHTOB C PEBMAaTOMIHBIM apTpuToM [22-25, 33, 34].
G. Cunnae u coant. (2000) nokazanu, 4TO ypOBEHb
SAA y B3pOCIHBIX MAIlUEHTOB C PEBMATOUHBIM ap-
TPUTOM 3HAUUTEJBHO IMPEBLIINIACT MOKazaTean SAA
npu apyrux tunax aprputa [25]. M. Connolly u co-
aBT. (2011) moaTBepIMIIM HAIMYHE IUTOKUHOIION00-
HBIX CBOWCTB y Oenika SAA ¥ BBISIBUIM MEXaHU3M €r0
BIIUSIHUSL HA YJIBTPACTPYKTYPHBIC KJICTOYHBIE MEepe-
CTPOIKH NpU peBMaTouIHOM apTpure [34].
CornacHo MOJNyYeHHBIM HAMU Pe3yabTaTaM, KOH-
uentpanus SAA B kpoBu nanuentoB ¢ FOPA, umero-
LIMX POTEUHYPHIO, TOCTOBEPHO BBILIE, YeM Y OO0JIb-
HbIX ¢ IOPA, He nMeroNUX NPOTEUHYPHIO. YCTaHOB-
JICHHBIC JJaHHBIC 00paIlaloT Ha ce0s BHUMAaHUE B CBsI-
3 C T€M, 4TO, M0 JAHHBIM JIUTEPATYPHI, B YCIOBHSIX
XPOHHUYECKOTO BOCHAJIUTENIBHOIO MPOLECcca KOHIEH-
Tpauus SAA B KPOBH JUTUTEIBHOE BPEMsI TOJIAECPAKHU-
BAETCsl HA BHICOKOM YPOBHE, IPU 3TOM HUHULIUUPYET-
cs mporiecc obpazoBanus GuOpUIT AA-aMunonsa B
TKAHSIX, YTO MOKET MPUBECTU K Pa3BUTUIO BTOPUUHO-
ro AA-amuiion103a, Han0OJIee YACTHIM U CYIIIECTBEH-
HBIM IPOSBICHUEM KOTOPOTO SIBIISIETCS OPAXKEHUE 0~
yek [16, 17, 27, 33, 36]. B psane uccienoBanuii noka-
3aHO, YTO B KJIMHUYECKUX MPOSBICHUSAX PEBMAaTOU/I-
HOTO aMUJIOM103a MTOYeK Hanboliee paHHEH SBIIIETCS
JIATEHTHAsI CTaJIUsl, XapaKTePU3YIOIIAsCs TPAaH3UTOP-
HOUW NPOTEUHYPHUEN, HACTO HE TOCTUTAKOLIEN CTENEHU
HE(POTUUECKOTO CHHAPOMA, KOTOpasi MOXKET OBITh He
BBISIBJICHA TIPU OJIHOKPATHOM HE(POJIOTUYECKOM 00-
CJIEJIOBaHUU NalMeHTa ¢ apTputoM [28, 29]. D10 co-
rnacyercs ¢ nanabiMu R. Koivuniemi u coasr. (2008),
KOTOpBIE B pe3yabrare ucciaenoanus 369 oOpasuos
MaTepuaa ayTOTCHH B3POCIbIX MAIlMEHTOB C pEBMa-
TOUIHBIM aPTPUTOM YCTAHOBHIIU, YTO TOIBKO B 56%
y MaIMEHTOB C JUArHOCTUPOBAHHBIM, 110 IAHHBIM ay-
TOIICUH, PEBMATOUIHBIM aMUJIOUI030M IIOUEK paHee
BBISIBJISLIACH IPOTEUHYPUS, & aMHJIOHU][03 TMATHOCTH-
poBaH 110 aytoncuu auiib B 37% ciydaes [35]. Mol
nosiaraeM, uto y nanuentoB ¢ KOPA, nMeromux mpo-
TEUHYPHUIO U TMOBBLIIICHHYIO KOHLIEHTpauuio SAA B
KpPOBH, BBICOKasi BEPOSITHOCTh HAJIMYHS PaHHEU CTa-
MU BTOPUYHOTO A A-aMUIIOn103a OYCK.
CyiecTByeT MHEHHE, YTO BEPOSTHOCTH BO3HMK-
HOBeHHsI AA-aMUIION103a YBEIMYUBACTCS MPHU JaB-
HOCTH OCHOBHOTIO 3a0ojieBanus Ooiee 5 met [9, 27].
B pesynbrare Haliero uccieqoBaHus Mbl HE BBISIBUIN
Oostee BbICOKOTO ypoBHsI SAA 'y 6onbHBIX ¢ FOPA mipu
JaBHOCTU 3a0oJieBaHusl OoJiee 5 JIET, YTO MOIJIO Obl
OBITh PACCMOTPEHO KaK JI0KAa3aTelIbCTBO YBEIUYCHUS
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pHcKa pa3BUTUSA A A-aMUIION103a IPU AJTUTEIBHOM Te-
yernu FOPA. Ho o nmosyueHHbIM HaMH TaHHBIM IIPO-
CJIeKeHa TEHJEHLUs K MOBBIIIEHUIO KOHUEHTPAaLUn
SAA B kpoBu nipu naBHoct FOPA 5 net u 6onee kak
y Bcex 00cnenoBaHHbIX nauneHToB ¢ FOPA, Tak u cpe-
1 6onbHbIX ¢ FOPA, nmerommx nporennyputo. Hame
HaOoIeHNEe HE MOATBEPKAACT YTBEPKICHHUS O TOM,
yro npu juutesisHocTd FOPA Gosee 5 et moBbIaeT-
Cs1 BEPOSITHOCTD HAJIMYMSI TPOLIecca aMUIIOU 10T €HE3a.

B psane sxkcniepMeHTaIbHBIX HCCIIEJOBAHNHN MTOKA-
3aHO, yTO SAA, Kak OeJI0K OCTpoii (ha3bl BOCHAICHHS
U MapKep aKTUBHOCTH BOCHAJIUTEIBHOIO IpoLecca,
MOXHO cpaBHUBaTh ¢ C-peaktuBHbIM OeiikoM (CPB)
[24, 25, 36]. B namem uccinegoBaHUU MbI HE YCTaHO-
BUJIM CTAaTUCTHUYECKH 3HAYMMOIO Pa3Inu4Ms KOHIICH-
Tpauuii SAA y NalMeHTOB C aKTUBHBIM U HEaKTHB-
HbIM FOPA. DT0 MOXKET OBITH CBSI3aHO C BBIPAXKEHHOU
qyBCTBHUTEIbHOCTHIO peakui SAA B cilyyae HaTU4us
MUHHAMAaJILHOTO BOCHIAJIUTEIBHOTO TpoLiecca, Ha JoHe
KOTOpPOTO OTCYTCTBYET MOBBIILIEHHE AKTUBHOCTH APY-
TUX MapKepOB BOCHAJIIEHUS, TPUMEHSEMBIX IS OLICH-
KM TUHAMMKH Tpoliecca B CTaHAapTHON KIMHUYECKON
NpakTHKe (TaKUX Kak JIeHKouTapHas GopmMysa, CKo-
poctb ocenanus 3purpouuros, CO9, CPb u np.), n
quarHoctupyetcs () cTeneHb akTUBHOCTH 3a0oJieBa-
Hus. Hame npennosnoxenue cornacyercs ¢ JaHHbIMU
G. Cunnae u coasr. (2000), KOTOpbIE B CBOEM HCCIIE-
JIOBaHHHU YCTaHOBWJIM, UTO YPOBEHb SAA 'y B3pOCIIBIX
MAIMEeHTOB C PEBMATOMIHBIM apTPUTOM HMMEET Hau-
Oosee CHIIBHYIO KOPPEJSIIHIO ¢ KIMHUYECKUMH T10-
Ka3aTeJsIMA aKTUBHOCTH 3200JIeBaHHSI B CPABHEHHH C
CPBb u COD [25].

JlanHble muTepaTypbl U COOCTBEHHOE UCCIIEIOBAHNE
JIEMOHCTPUPYIOT 3HAYUTEIbHBIE N3MEHEHHS KOHLICH-
Tpaumu SAA B kpoBH nanueHTos ¢ fOPA u Hanuune
CBSI3U 3TUX ITOKa3aTeleil ¢ KIMMHUYECKUMH ITPOSIBIICHH-
SIMU TIOP@YKEHUsI ITIOYeK Y 00CIIeIOBaHHBIX MAIIMEHTOB.

SAKJIOMEHUE

VY nanuentos ¢ FOPA B 93,3% ycTaHOBI€HO NOBBI-
IIeHHE KOHIIEHTpaluu SAA B CBIBOPOTKE KpOBH. BbI-
SIBJIEHA CTaTUCTHUYECKHU JOCTOBEpHAas CBA3b YPOBHS
SAA B CBIBOPOTKE KPOBU U IPOTEHHYPUH Y TAllUEH-
ToB ¢ FOPA: xoHnenTpanust SAA B KpoBU OOJBHBIX C
IOPA, nmMeronx npoTeuHypHio, JOCTOBEPHO BBILIE,
yeM y nanuenTos ¢ OPA, He nmeromux npoTenHypuu.

[Narmentam ¢ FOPA, uMmeronmum npoTenHypuio u
MOBBIIIEHHYI0 KOHLIEHTpaLuio SAA B KpOBH, LI€TIECO-
00pa3Ho IpoBeJeHre OMOIICHU TOYKH C LIENbIO0 paH-
Hel MOPQOIOTrHYECKOW NUAarHOCTUKU BTOPHYHOTO
AA-amuiionio3a 1mo4ek Wi MeMOpaHO3HOH He]po-
NaTUH, aCCOLIMMPOBAHHOMN C Tepanueil HeCTePOUIHBI-
MU IPOTHBOBOCIIAIUTENBHBIMU IIPENapaTaMHu.
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SNUOEMMNONOTNA N MPUYNHbBI 3ABONTEBAHMIN OPTAHOB MOYEBOW
CUCTEMbI Y OETEW B MPYIMOPCKOM KPAE

V.N. Luchaninova, A. Nee, T.V. Pogodaeva, V.K. Kovalchuk,
O.V. Semeshina, O.G. Bykova

EPIDEMIOLOGY AND CAUSES OF DISEASES OF URINARY SYSTEM IN
CHILDREN IN PRIMORYE

'Kadenpa dakynsteTckoi neamatpmm BnagmeocToKCKOro rocyAapcTBEHHOrO MeanUMHCKOro yHmBepcuTeTa, Poccns

PEDEPAT

LIEJIb CCJIELJOBAHWS — n3ydyeHne pacnpocTpaHEHHOCTU, ANHAMUKM U PEermoHasbHbIX NPUYMH 3a00/1eBaHMIN MOYEBBLIBO-
asuen cuctemsl y getein B Mpumopckom kpae. MATEPUAJT I METO/]bI. Vicnonb3oBanmcb annuaeMnonormieckme, rmrmeHn-
yeckme, KIIMHNYECKME N cTaTUCTUYeckne MmetToapl. lNMpu oLeHke MHOroNeTHen AnHamMuKm nokasaTenen 3abonesaeMocTu pac-
CYUTBIBANM TEMM CPEAHErogoBoro npupocta. KaprorpadpumpoBaHe NnpoBOAUIOCH HA OCHOBAHUN PaHXMPOBAHHbIX MOKa3a-
Tenen annaeMmoNorMyeckoro pmcka BO3HMKHOBEHMS 3aboneBannin. Noabop AeTCKOro HaceneHus aas MeguumHckoro o6-
cnefoBaHvs NPOBOAMICS C MOMOLLLBIO BbIGOPOYHOro METOAA C 3/IEMEHTAMUN PAHAOMU3ALNN U TPUMEHEHNEM KOMMbIOTEPHOW
nporpamMmbl reHepaTopa ciy4daiiHbix yucen. O6cnenoBanncb KOPeHHbIe Xutenu Tepputopuin. PE3YJIBTATHI. MpuBengHsbl pe-
3ynbTaThl aHanM3a 3ab0neBaemMoCTV MOYEBOM CUCTEMBI AETCKOro HaceneHus Mpumopckoro kpas 3a 1998-2010 rr. Beisine-
HO, 4TO YacToTa 3abosieBaHMIN NOYEK y AETEN XapakTepmn3oBanach BblpaXeHHOM TeHOeHLUMeN K pocTy. PaccunTtaH Hebnaronpu-
ATHbI NPOrHO3: B TEYEHWe Nocneayowmx NSty 1IeT OXNaaeTcs POCT YaCToTbl MHMEKLUMI MOYEBLIBOASILLEN CUCTEMbI B 3 pa3a
cpenv netein, B 2 pasa — y NoAPOCTKOB; XPOHNYECKOW NMOYEYHOM HeOCTAaTOYHOCTUN — B 2,5 pa3a. YkasdblBaoTCs NPUYKMHBI pas-
BUTUS 3ab60NeBaHnIi NoYeK: BbICOKAs YacToTa BPOXAEHHbIX MOPOKOB Pa3BUTUSt MOYEBOM CUCTEMbI, HeGNaronpuaTHas aHTPo-
NMOTEXHOrEHHAsA CUTYaLMs 1 NOrOAHO-KIMMATMYECKME YCITOBUS HA HEKOTOPbIX TEPPUTOPUSX, HEAOCTATOYHOE U/WUNW HEMOHO-
LLeHHOoe NuTaHne, Msarkasi MasioMMHepann3oBaHHas BoAa B CMCTeMax BOAOCHAOXeHNs ¢ AedULMTOM MHOMMX OUOreHHbIX 3ne-
MeHTOoB. SAKJTIOYEHUVE. 3HaHe 06BbEKTUBHBIX AaHHbIX 0 3a60/1eBaEMOCTM NO3BOSININ MPUHATL 0OOCHOBAHHbIE yrpaBieH4ye-
CKME peLleHns B OTHOLLEHUM peann3aunm Hay4yHo nporpaMmmbl No GOPMUPOBAHMIO FPYMN pUcka U PAHHEro BbISIBAIEHUS na-
TOSIOrNY MOYEBBLIBOASALLEN CUCTEMBI B [TPMMOPCKOM Kpae C NCMNOJIb30BAHMEM NMPOrHOCTUYECKMX OLLEHOYHbIX TabnuL, AN He-
OHaTasibHOro CKPUHUHrA.

KnioueBble cnoga: etu, 3a60/1eBaeMOCTb fieTel 60Ne3HAMY MOYEBOI CUCTEMBI, CTPYKTYPa HE(DPOIOrMYECKO NaToNoruu,
9K30reHHble GpakTopbl pUcKa, PErMoHasbHble 0COBEHHOCTN, HEOHATASbHbINA CKPUHUHT.

ABSTRACT

AIM OF RESEARCH - to examine the prevalence, dynamics, and regional causes of urinary tract diseases in children in the
Primorye. MATERIAL AND METHODS. We used epidemiological, hygienic, clinical and statistical methods. In estimating of
long-term morbidity rate dynamics average annual growth rate was calculated. Mapping was performed on the basis of ranked
epidemiological factors of risk of disease. Selection of the children for the medical examination was carried out using the sampling
method with elements of randomization and the use of computer software random number generator. Indigenous inhabitants
of areas were examined. RESULTS. It has prtesented child population urinary system morbidity analysis results in Primorye
1998-2010 are. Increase of kidney diseases in children. Poor prognosis is counted: in the next five years 3 times increase of
frequency of urinary tract infections in children, 2 times for adolescents, increase of chronic kidney disease — 2.5 times. The
reasons for the development of kidney diseases: high frequency of urinary system congenital malformations, antropotehnogenic
situation and climatic conditions in some areas, inadequate and/or poor nutrition, mild low-mineralized water in water supply
systems with deficiency of many nutrients. CONCLUSION. Knowing of morbidity objective data provided to make reasonable
management decisions regarding the implementation of the scientific program for the risk group formation and early detection
of urinary system diseases in Primorsky Krai with prognostic evaluation tables for neonatal screening.

Key words: children, urinary morbidity, structure of nephrological pathology, exogenous risk factors, regional characteristics,
neonatal screening.
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BBEAEHUE

310poBhe JeTel pa3BUBAETCS IMOJ BO3ACHCTBHU-
€M KOMIUIEKCa COIMaIbHBIX, OMOIOTHYECKUX, IKO-
JIOTHUYECKUX M MEIMKO-OPTaHU3aIllMOHHBIX (aKTo-
pos. [Ipuuem, B pa3nuyHbIX perHnoHax BKJa yKa3aH-
HBIX (aKTOPOB B (OPMUPOBAHUE TTATOJIOTHH MOMKET
UMeTh cBou ocoOeHHOoCTH [ 1-3]. B cBsi3m ¢ aTUM mpa-
BOMOYHO TIPEATOJIOKUTh, YTO PErHOHAIBHBIN (ax-
TOpP MOXKET OBITh HE TOJBKO BECOMBIM, HO U OMpe/e-
JISIOUIMM B CIIEKTPE Pa3HOIUIAHOBBIX MPUYHH H3yda-
€MOi1 aTOJIOTHUH.

3aboneBaHusl MOYEBON CHCTEMBI CPEAH MATOJO-
UM JIETCKOTO BO3PacTa 3aHUMAIOT OJHO U3 BEAYIINX
MECT, ¥ Ha pa3INYHbIX TeppuTopusax Poccum ux pac-
MpoCTpaHeHHOCTh Konebnercst oT 20 1o 40 ma 1000
JETCKOTO HaceneHus [2, 4, 5]. be3 uéTkux mpencras-
JIeHUH 00 3MUAEMHUONIOTHU HedponaTuii Heb3s To-
CTPOUTH CHCTEMY NMPO(UIAKTHKH, pAaHHEH TUArHO-
CTHUKH, JICUCHUS U PCaOMIINTALINU IETEH C ATOIOTHEH
[IOYEK U OPraHOB MOYEBBIACICHHS. Y UUTHIBAs CKJIOH-
HOCTb K XpPOHHUYECKOMY TEUEHHIO 3a00JIeBaHMIi opra-
HOB MOYEBOM CHCTEMbI, HEONArOMPUATHBINA MTPOTHO3
OOJIBIITMHCTBA U3 HUX, UCCIIEI0OBAHNE AITHIEMHOIOTUN
sBIIsieTCsl HeoOxonuMbIM B [Ipumopckom kpae, nme-
IOLIeM MEIUKO-JIeMOrpapuuecKue, IKOJIOTHIECKUE U
KIIMMaTo-reorpaduyeckre 0COOEHHOCTH.

Lenpio Hamero MccieA0BaHus SBIAJIOCH U3yUe-
HHUE pacHpOCTPaHEHHOCTH, TUHAMHUKH U PETHOHAIb-
HBIX PUYINH 3200JICBAaHU MOUEBOI CUCTEMBI Y IETEH
B [IpumMopckom kpae.

MATEPUAJ1 U METOdbI

[IpoBenen anann3 MHOTOJICTHEH TUHAMUKHU BIEp-
BBIC BBISIBICHHON 3a0osieBaeMOCTH (MHITUICHTHO-
CTH) U 001l 3a0071eBaeMOCTH (TIPEBAICHTHOCTH) 3a
nepuona ¢ 1998 mo 2010 rox mo agMUHUCTPATUBHO-
TepPUTOPHATTBHBIM 00pa3zoBaHusiM [IprMopckoro kpast
(33 Teppuropun). s ananusa 3a601€BaeMOCTH Jie-
Teil 60Ie3HAMHI MOYEBO cCTeMBbI H3y4eHbl « OTUETHI
0 yuciie 3a00JIeBaHUI, 3apETUCTPUPOBAHHBIX Y 0O0JIb-
HBIX, TPO’KUBAIOIIHX B palloHe 00CITyKMBaHHs JieyeO-
Horo yupexnenus (Gopma 12/y Ilpumopckoro Kkpaeso-
T'0 MEIMIIUTHCKOTO NH(POPMAITHOHHO-aHATUTHYECKOTO

teHTpay. [Ipu olleHKe MHOTOJICTHEW TMHAMKKH TTOKA-
3aresieli 3a00JIeBAEMOCTH PACCUUTHIBAIIM TEMIT CPEJI-
Heromosoro npupocta (TCrll). [Tpu 3nauennu TCrll,
pasnoro £1,0%, AMHAMUKY CUNTAIN CTAOUIBHON, IPH
3HadyeHuu Temna ot +1,1 10 +5,0% — ymepeHHo#, npu
3HaueHuu Temna oosee £5,0% — BeipaskeHHOI [6]. U3y-
YEHO TEPPUTOPUAITEHOE pacIIpe/iesicHHEe 3a00IeBaHMIA,
Ha OCHOBaHHUU YETO MPOBEICHO KapTrorpadupoBaHue
PaHXKUPOBAHHBIX MOKAa3aTeIe AMUAEMUOIOTHYECKO-
rO pUCKa BO3HUKHOBEHUs 3a00seBaHuil y aerei [7].
Brinenensl Tepputopun, UMEIOIIKUE CASAYIOIUE Ka-
TETOPUU PUCKA: «OUEHb BBICOKHIT», «BBICOKUIY, «I10-
BBILLIEHHBIN», KYMEPEHHBIN», «HU3KUI». sl BbIsAB-
JICHVSI 3HAYMMOCTH BO3JICHCTBUS DK30TEHHBIX (paKkTo-
POB HaMH BMECTE CO CHEIUAIUCTAMHU IO AIUAECMHUO-
JIOTUU U TUTHEHE NPOBEACHO UCCIIEAOBAHUE, COCTOS-
1iee U3 FTUrueHUYeCKOM, SMUAEMHUOIOTMUECKON U KITU-
HUYECKOU cocrapisitomux. [logoop gerckoro Hacee-
HUS JJIsI METUIIUHCKOTO 00CIIeI0BaHUS TIPOBOIMIICS C
MOMOIIIBI0 BBIOOPOYHOTO METO/[A C 3JICMEHTaMHU PaH-
nomwusanuu. [Ipu 3ToM npoBonuiIack 2-3TamHasi mpo-
cTas paHJAOMHU3ALUS C IPUMEHEHUEM KOMITbIOTEPHOM
MporpaMMbl TeHEpaTopa ciay4yaiHbix yucen. CHavana
TakuM criocobom orodpano 3000 uennoBek, morom 513,
POIUBIIUXCS U MTOCTOSHHO MPOXKUBAIOIIKX B pailoHe
uccliefioBaHuil (KOpeHHbIe xkuTenn). Mcciaemoareb-
CKasi IporpamMma BKJIF0Yalia B Ce0st OIICHKY WHIUBH/TY-
aJIbHBIX PK30T'€HHBIX M 3HJIOTCHHBIX (DaKTOPOB pUCKa
(Bcero 78). Heobxoanmoe ymcio aetei B pailoHax Ha-
OJIIOZIEHUST ONPECIISIIOCH 110 OOLICTIPUHSATOMY B Me-
JIUITMHCKOM cTaTHCTUKE criocoly [8].

PE3YJ1bTATDbI

PerpocniekTuBHBIN aHAIU3 MOKasaTenel 3abose-
BaeMOCTH JIETCKOro HaceneHus [[pumMopckoro kpas 3a
nepuon ¢ 1998 no 2010 1. mokasai, 4o ooias 3abo-
neBaeMocTh nereit (0—14 net) u mogpoctkoB (15-17
JIET) XapaKTepH30BaJlaCh YMEPCHHON TEHJICHIUEH K
MOBBIIICHUIO C TEMIIAMHU CPEIHEr0I0BOTO MPUPOCTa
2,1 u 5,0% coorBercTBeHHO. B TO %K€ Bpems, Oones-
HU MOYEBOM CUCTEMBI Y JIETeH XapaKTepU30BaIHUCh BbI-
pakeHHOW TeHAEHLMEN K pocTy (TEMI CpeaHEeroo-
BOTO TpupocTa paBHsuics 6,8%), y IOAPOCTKOB yMe-

Tabnvua 1

Moka3aTtenu Temna cpeaHerogoBoro NpupocTa 3aboneBaHui
Mou4YeBOi cucTembl (B %)

3::3;:_ MHbekumMmn MoyYeBO CUCTEMBI Hedputhbl MouekameHHasi 6051e3Hb
fogpbl MepBunyHasn O6uwas MepBuyHasn Obuwasn MepBuyHasn Obuwasn
3abo05eBaeMocCTb | 3aboneBaeMoCTb | 3aboneBaeMocCTb | 3ab0neBaeMoCTb | 3a6onesaemMocTb | 3aboseBaeMoCTb
1991-1998 - 2,3 - 12,5 - 10,2
1999-2003 27,6 1,6 11,6 1,4 20,2 6,2
2004-2010 12,67 7,3 13,2 1,8 13,2 3,6
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Puc. 1. MNokasartenu nepBu4yHoi 3abonesaeMoctu geten 6ones-
HAMW MO4€BOW cncTeMbl B [IpMopcKoM Kpae.

peHHbIM — 4,8%. [lokazarenu Temna cpeaHerogoBo-
ro npupocra 3a00JeBaHUI MOYEBOM CHUCTEMBI Tpe-
CTaBJIeHbI B Ta0MI. 1.

B crpykrype o0meii 3a001eBaeMOCTH A€Te U O
poctkoB [IpuMopckoro kpas 3a TOT K€ Ieproj Hau-
OOJIBIINHI yAeNbHBIN BeC, TPaIUIMOHHO, TPUXOAMUIICS
Ha MaTOJIOTHIO OPTaHOB AbIXaHus. Y AeTel 3HaYUTeIb-
HBIN yZIeJIbHBIN BEC HA IPOTSHKEHUN BCETO aHATTM3HPY-
€MOro HepHrosa MpuHaaseKal HHPEKIMOHHON U ma-
pasUTapHOI MaTOIOTHH, a Y TIOIPOCTKOB — OOJIE3HIM
MOUEIOJI0BOI CHCTEMBI.
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Puc. 3. TeHoeHuuns 3aboneBaeMocTu AeTeit 1 NoapoCTKOB XPO-
HMYECKOWM NOYEYHOM HeAOCTAaTOYHOCThIO.
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Puc. 4. CTpykTypa nepsu4Hoin 3aboneBaemMoct aetein 6ones-
HSIMU MOYEBOM cUCTEMbI B [IpMMOPCKOM Kpae.

Br1siBIIeHBI HEraTHBHBIE TEHICHIINH B ITOKA3aTENIX
TIEPBUYHOM U 00IIIeH 3a00J1eBaeMOCTH JIeTel O0Ie3Hs -
MH MOYEBOI cucTeMbl. Tak, pactipocTpaHEHHOCTH 00-
Je3Hel opraHoB MoueBoi cuctembl Ha 100 000 met-
ckoro HaceneHus B [IpuMopckoM kpae BbIIIIe, 9eM 110
Poccun, B cpenrem B 1,5-2 paza (MHGEKITHH MOYEBBIX
nyteil B [Ipumopckom kpae —434,9, B PO —258.5; He-
¢bpuTtsl coorBeTcTBeHHO — 70,2 11 55,8; MOUekaMeHHAs
Oomne3np — coorBercTBeHHO 10,4 1 4,8). Ilokaszarenn
3a00J1€BaCMOCTH JIeTell XpOHUYICCKOU IMOYEIHON He-
nocratounocteio (XITH) B IIpumopckom kpae — 5,9
Ha 100 000 meTckoro HAcEICHHS, YTO TAK)KE BBIIIC,
4yeM Ha JIpyrux Teppuropusx Poccun (B cpemHem ot
1 1o 5) (puc. 1).

[Ipu coxpaHSIOMMXCS COIHMANBHBIX YCIOBUSIX U
MpexHEeW opraHu3alui MEIUIIMHCKON MOMOITH JaH-
HBIe TEHCHIINY HE M3MEHATCS Ha ONvKaiiiiee mecs-
THJIETHE, YTO TOATBEPXKIACHO pacueTaMy CTETIeHHBIX
TpenaoB. Ilo creneHHOMY TpeHIy C BBICOKO TOYHO-
CTBIO TIpOrHo3a B [IprMOpcKoM Kpae 0XKHIaeTCs B Te-
YEHHE MO CIIEeYIOIINX TISITH JIET POCT YaCTOTHI HH(]EK-
LU MOUYEBBIBOJIAIIEH CUCTEMBI B 3 pa3a cpeliu JAeTei,
B 2 pa3a — y NoApoCTKOB; pocT yactoThl XIIH — B 2,5
pasa (puc. 2, 3).

Ha ocHoBe aHanu3a paH>KMpOBaHHBIX TTOKa3aTenen
STHUIEMUOJIOTHYECKOTO PHCKa BO3HUKHOBEHHS 3a00-
JIEBaHUH MOYEBOM CUCTEMBI, 110 JIAHHBIM NIEPBUYHOMN
320051€Ba€MOCTH, OIPEIEIIeHBl TEPPUTOPHUH PHCKa. B
OTHOIICHUHN HH(PEKIINH MOYEBOH CHCTEMBI M MOYCKa-
MEHHOW 00JIe3HU K TAKOBBIM OTHOCSTCSI TEPPUTOPUN
[Tpuxankaiickoil HUBMEHHOCTH, CEBEPHO U BOCTOY-
Ho# yactu [Tpumopss. B To xe Bpemsi, He BBISIBJIEHO
SIBHOTO reorpanIecKoro pactpeieleHrs IepBUIHON
3aboneBaeMocTH HeppuTamu (puc. 4-6).

Ecnu roBoputh 0 crpykrype 3abosieBaHui, TO B
[IpumopckoM Kpae y AeTeil BO BCe BO3PACTHBIE MEPU-
OITBI MPe00ITaTaloT MUKPOOHO-BOCTIATUTEIHHBIE TTOpa-
JKEHHSI TIOYEeK, Pa3BUBAIONIHECs Jale Ha poHe aHoMa-
nuit opranoB ModeBoi cuctembl (OMC). OHu cocTaB-
nsttoT 63% (puc. 7).

MukpobHo-BocnanurensHas natoiorusi OMC y
JeTel cpenn o0IIel 3a001eBaeMOCTH 3aHUMAET BTO-
poe MecTo, YCTyTiasi B ’TOM OTHOIIIEHHUH JIUIITH OCTPHIM
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Puc. 5. MepeBryHasa 3a6oneeBaemMocTb AeTell HPEKLMAMN MOYEMNOI0BOM CUCTEMBI
B MNMpumopckom kpae 3a 1998-2010 roabl (OTKOPPEKTUPOBAHHbBIE CPEAHErOA0BbLIE

[aHHbIE).

nH(pEKIUAM JbIXaTeNbHbIX MyTeil. Hagano 3a0omnesa-
HUSl 4acTO NMPUXOIUTCS Ha MEPBbII ol XKU3HU U, KaK
IIPaBUIIO, IIPOTEKACT B BUJE OCTPOIO NuesoHedpuTa.
Yacrora nH(EKIHIA MOYEBBIX MyTeH y JOHOIIEHHBIX
HOBOPOXIEHHBIX COCTaBIsIET 1%; y HEIOHOIIEHHBIX
JeTell OHa 3HaUYNTENIbHO Bo3pacTaeT 10 25%, 4To He
OTIIMYaeTcs OT JaHHBIX JPYTHX HccieqoBarenei [S].
B nocneanue roxasl BO3pocio BHUMAaHUE HCCIIE0Ba-
TeNel K mpodieMe MMOYeqHOH MaTONIOTHH Y HOBOPOXK-
JEHHBIX, YTO CBS3aHO C yBEJIMUEHHEM 4ucia Hedpo-
natuii B 3ToM Bo3pacrte. Cpeay HOBOPOXKIEHHbIX, Ha-
XOIMBILUXCS HAa JICUCHUH B OTAEJIECHUH PEaHUMALH
1 UHTEHCHBHOMW Teparuy, aTojaorus Mo4eK pa3BuBa-
€TCsl IPUMEPHO y TpeTH O0IbHBIX. OTHOBPEMEHHO Y
HOBOPOXK/IEHHBIX AETEH CTaly Yyalle BCTpedaThbes Ja-
TeHTHbIE ()OpMBbI HE(YPONIATHIL, CBA3AHHBIE C [I0YEUHBIM
mu3sMOprorene3oM. OHAKO HEPEIKO W Y IIKOJIbHU-

Hnoncrkoe
Mope

KOB HAOJTFOJIAFOTCS TIEPBBIC ITPOSIBICHHS
BPOKIEHHOM U HACJIECTBEHHOM MaTo-
sorud OMC, 4To CBSI3aHO C JJINUTEIb-
HBIM JIATCHTHBIM TCUYCHHEM T1aTOJIOTHH
U HECBOCBPEMCHHOU €& AUArHoCTH-
KoW. B crapiiem IIKOIbHOM BO3pacTe
yale AUArHOCTUPOBAHA XPOHUUYECKAs
JIOMEpYJIsIpHAsl TaTOJIOTHsI, HEPEAKO C
ObIcTpbIM nporpeccupoBanrem B XITH.

KakoBpl ke perunoHajbHbIE MpHU-
YHHBI Pa3BUTHsI 3200JICBAaHUH TOYEK B
IIpumopckom kpae. Bo-niepBrix, BBISB-
JIEHa BBICOKAs 4acTOTa BPOXKIAEHHBIX
nopokoB pazsutus (BIIP). B Ilpumop-
CKOM Kpae, KaK U B IPYTUX PEruoHax
Poccuu, BITP nnona u HOBOposKIEHHO-
IO B CTPYKTYpPE CMEPTHOCTH 3aHUMAIOT
OJTHO U3 BEIYIIUX MECT U OIPEICISIOT
BO MHOI'OM IOKA3aTeJIM WHBAJIUHO-
¢t ¢ JercTBa [9]. 3a nocneaHue roasl
yactora BIIP yBenuuunace, HecMmo-
Tps HA Pa3BUTUE COBPEMEHHBIX Ipe-
HATaJbHBIX JTUATHOCTUYECKUX TEXHO-
noruii. Pe3ynbTarel peTpoCneKTUBHOIO
HCCJIeI0OBaHUs TIOKAa3adl YCTOUYUBBII
poct yactotsl BITP OMC B nocnennue
rojbl, oHa cocrasmia 9,87 na 1000 rwio-
JIOB. DTOT MOKAa3aTesb B 3 paza mpeBbl-
[IACT U3BECTHBIC JAHHBIC B JIUTEPATY-
pe [9]. Temn mpupocta — 35% — Takoii
BBICOKHUH MMOKa3aTelb NpUpoCTa Mmpe-
nojaraeT JajlbHEHIINI pPOCT YpOBHS
BIIP OMC.

B crpykrype mitageHueckoi cmepT-
HocTH 1o [IpuMopckoMy Kparo mopoku
pa3Butus noyek B 2001-2010 rr. BbI-
SIBIICHBI B 2,66% ciydaeB. A cpeau MOYeyHOU maTo-
JIOTUH y TUIOJIOB IO MaTrepuaiaM BCKPBITUH Haubosee
4acTO AUAarHOCTUPOBAHBL: UCILIA3HSI TOYEUHON TKAaHU
(28,6%), ypereporunpounedpo3s (19,6%), noaukucros
(16,1%), arenesust nouku (16,1%). B nocnequue 10
JIET IPOCIICKUBACTCS. CHUKCHHUE YHCTIA CIIy4aeB ype-
TeporuapoHedposa, MPUMEpPHO OJUHAKOBBIM OCTa-
€TCsl YaCTOTa MOJIMKUCTO3a, OTMEUAETCsl CTOMKOE Mo-
BBIIICHUE BBIABIIEMOCTU JUCIUIA3UU U ar€HE3UH I10-
yek. M3 ob1iero konuyuecTBa JieTel, yMepIIuX OT I0-
YEUHOU MATOJIOTUU, MEPTBOPOKACHHBIE COCTABUIN
44,6%, >kUBOpPOKJIEHHbIC HeJoHOLIEeHHbIEe — 33,9%,
>KUBOPOXKICHHBIE JOHOIIeHHbIe — 21,5%. Bricokuit
MIPOLIEHT MEPTBOPOKACHHBIX ILJIOJIOB TOBOPUT O TSXKE-
CTH TMaTOJIOTUU U HECOBMECTUMOCTH C >KU3HBIO TLIO-
JIOB C BBIPQXXEHHON MOYeuHO# maronorueit. [Ipuuem
B IPYIIITY MEPTBOPOXKACHHBIX BOIILIU CIy4Yau Kak ca-
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= MEHBILE CPEJIHEKPACBOTD

- - Donbiue CpPEJHEKPAEBOTIO

Cpennexpaesoii yposens 3abonesaemoctn — 70,17 va 100000

03. Xanka

Puc. 6. NepBnyHas 3abonesaeMocTb Aeteit Hedputamu B NMprMopcKom kpae 3a
1998-2010 roabl (OTKOPPEKTUPOBAHHBLIE CPEOHErO00BbLIE AAHHbIE).

MOCTOSATEJILHON I'MOeTH TI0J0B BHYTPUYTPOOHO, TaK
1 BCJIEACTBUE MEIULMHCKOTO MPEepbIBaHUs OepeMeH-
HOCTH IO MOBOAY NMaTOJIOTMHU MOYEK y MiIoAa. AHamu3
[IPOTOKOJIOB Ay TOIICUIHBIX UCCIIEOBaHUI BBIIBIIL, UTO
y IUIO/IOB OT KEHIIUH C ATOJIOTHEH MOYeK 10CTOBEp-

Tabnuua 2
Moka3zaTenn KOMMNIEKCHOM
AQHTPOMNOTEXHOreHHOW Harpy3ku
B palioHax HaGnwaeHns

PaiioHb! MokasaTtenn KATH
HabnmoaeHns | K Boabl | Katmocdepbl | Zc noyssl | KATH
r. BnagneocTok 2,63 3,77 1 7,4
r. JanbHeropck 0,88 2,21 4 71
r. MapTusaHck 0,97 3,12 2 6,1

MpumMedaHue. K Boapl — nokasatesib CyMMapHOIro XMMUYECKOo-
ro 3arpsisHeHus Bogpl; K aTmocdepbl — nokasaTesnb 3arpssHe-
HUst aTMOCcdepsbl; ZC NOYBbI —CyMMapHbIi MokasaTtesb 3arpsaHe-
HUSI XUMUYECKMUM 31ieMeHTamMu noyBbl; KATH — nokasaTenb Kom-
NIEKCHOM aHTPOMOTEXHOrEHHO HArpPy3KM Ha OKPY>XKAIOLLIYIO CPEA.
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Hnoncroe
Mope

HO Yallle BCTPEYaINCh BPOXKAECHHBIE 110-
POKH Pa3BUTHSI MOYETIONIOBOH CUCTEMBI,
JKEJTy0YHO-KHUILIEYHOT0 TPAKTa, a TakK-
’K€ MHOKE€CTBEHHBIE BPOKICHHBIE 110~
poku pazsutus (p = 0,002).

Jlyis BBISIBIGHUS] 3HAUUMOCTH BO3-
JEHCTBUS SK30TeHHBIX (PaKTOPOB MpPo-
BEJICHO BBIOOPOYHOE YIITyOJIEHHOE 00-
CJIeJOBaHUE JIETCKOTO HACeIEeHUs TPEX
TOPO/IOB, PACIOJIOKEHHBIX Ha PAa3HBIX
tepputopusx Ilpumopckoro kpas u
MMEIOIINX Pa3INYHYIO CTEeNIEHb HaIlpsI-
JKEHHSI aHTPOIIOTEXHOTEHHOW Harpys-
ku (KATH) [10]. Oto ropona: Bianu-
BocTOK, [lapTuzanck u JlanbHeropck
(Tabmn. 2).

HawubGonee Bricokuii ypoBenb KATH
oTMmevasics B I. BmanguBocroke (7,4) 3a
CYET aHTPOMOTEXHOIEHHOTO 3arpsi3He-
HUS BOABI M aTMocdepHoro Bo3ayxa. B
r. Hansueropeke (ypoBeHs KATH —7,1)
BOJa U aTMOC(EpHBI BO3IYX 3arpsis-
HEHbl MEHBIIIE, 3aTO OH UMEET CaMbIii
BBICOKMI YPOBEHb 3arpsI3HEHNUS [TOYBBI
(4,0 mporus 1,0 u 2,0 B . BnaguBocro-
ke u T. [laptuzancke). T'opon IlapTu-
3aHcK (ypoBeHb KATH — 6,1) — Gozee
OJaronpusTHBIA B 9KOJIOTMYECKOM OT-
HolLIeHUH paiioH. Hanbomnbias BcTpe-
4aeMOCTh JHUCMETa0OIMYECKUX Hapy-
HIEHUH U ypoJIMTHa3a OTMedasiach y
nerel I. JlanbHeropceka u I [Taprusan-
CKa 10 CPaBHEHMIO C JIeTbMHU I. Biiagu-
BOCTOKA, XOT B I1OCJIETHEM UMEET Me-
cTo OoJtee HEOIAroNpUsATHAS AHTPOIIOTEXHOTCHHAS CH-
Tyanus. 3aro B I. BiaguBocToke umeeT MecTo 00JIb-
11ast pacnpoCTPaHEHHOCTh MHPEKIIMH MOUEBBIX Ty TEH
U roMepynonedpura.

Kpome Toro, Hamm ucciaeoBaHus BBIIBUIM, YTO
9K30T€HHBIMU (DAaKTOPaMU B OTHOIICHUH MaTOJIOTHH
OMC B IIpumopckoM Kpae ABISIFOTCS TAKXkKe Hebnaro-
MIPUSATHBIE TOTOJJHO-KJIMMAaTUYECKUE YCIIOBUS, @ UMEH-
HO, BBICOKasl TIOBTOPSIEMOCTh JTHEH B rojly ¢ AMCKOM-
(hopTHBIMU TIOTOIHEIMHE yciIOBUSIMU (0T 49 0 102) n
HEJI0CTaTOYHOE U HETIOJIHOLIEHHOE MUTaHue (JepuuuT
KaJIOPUHHOCTH J10 6,6%, OesikoB — 10 26,3%; Msrkas
MaJIOMUHEpaJIN30BaHHAasl BOJIA B CHCTEMaX BOIOCHA0-
JKEHUS C Je(PUIUTOM MHOTHX OMOTEHHBIX SJIEMEHTOB
Ha (oHe OONBIIOro COoAEPIKaHUsI KPEMHHS, KeJe3a 1
Mmaprania [11-13]. Onpenenena u ce30HHas 3aBUCH-
MOCTb BbIsiBJIeHUs martosiorun OMC [14].

W3 su0reHHbIX (akTopoB (y Marepu), onpeess-
IOLIMX BBICOKUH PUCK POPMHUPOBAHUS MATOJIOTHH T10-
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- MEHBIIIE CPEeIHEKPAEBOTO

- - Gonblle CPEAHEKPACBOTO

Cpe T it ypoBeHs 3ab socti — 10,41 wa 100000

o3. Xanwa

Puc. 7. NMepeuyHas 3abonesaemocTtb aeteii MKB B MNpumopckom kpae 3a 1998-2010

rofbl (OTKOPPEKTUPOBAHHBIE CPEAHEr040BbLIE AAHHbIE).

YeK Y JIeTeH, BBISIBJICHBI: CHHAPOM COCIUHUTEIBHOT-
KaHHOW JTUCTLIa31H, O0JIC3HU MOYEK, IKCTPATCHUTAIb-
Hble 3a00seBanus. Ha ocHOBaHMHM mTapaMeTpoOB CpaB-
HUTEILHON KIIMHUYECKOW OIIEHKHU TPYIIT HAOIFOICHYS,
BBISIBJICHBI JIOTIOJHUTEIbHBIC ()aKTOPhI: HATUYHUE W
OTCYTCTBHE Y KCHIIUHBI BPESHBIX MPUBBIYCK, HACTY-
nuia OepeMEHHOCTh €CTECTBEHHBIM ITyTEM WJIH B Pe-
synerare DKO. Bce nmony4yeHHble naHHBIE UCIOIB30-
BaHBI B COCTABJICHUU aJITOPUTMa KOMILICKCHOM OLICH-
KU BBISIBIICHUS TPYTIIBI PUCKA MO PA3BUTHIO MATOJIO-
rut OMC U POrHOCTUYECKUX OIEHOYHBIX TaOJIHIT
JUTIsl HEOHATAIBHOTO CKPUHUHTA.

OBCY>XXAEHUE

Ha ceromusiiamii AeHb OMHON U3 aKTya bHBIX MPO-
OJIeM JIETCKOM He(PPOJIOTUHU OCTAETCS AMUCMHOJIOTUS
3abonesanuii OMC. B mepByto ouepenb ToBOpsIT 0 pac-
MIPOCTPaHEHHOCTH 3a00JICBaHUN MOYEBOM CUCTEMBI Y
neTeii u akropax pucka ux pazsutus [15]. Ouenka

Hnonckoe
Mope

3HAUUMOCTH (DaKTOPOB PUCKA TOH HIIH
VMHOMW MaTOJOTUHU SIBIISIETCS BaKHOM 3a-
naueit nenuarpun. MaKkTophsl pUcKa —
9TO PUYMHBI U YCIIOBUS, YBEJINUHBAIO-
LM BEPOSITHOCTh Pa3BUTHUS 3a00IeBa-
HUSL, HeOIaronpUsATHOTO €ro TCUSHUS 1
ucxoza. B Hamewm nccieoBaHnu Tako-
BBIMH SIBWJINCH HEKOTOPBIE SHIOT€HHbIE
(axTops! (OosbLIEH YaCThIO — 3TO CO-
CTOSIHHE 3[J0POBBS MaTepu). BrisiBiien-
HBbIE 0COOEHHOCTH MPEAIOoararoT 1mo-
BBIIIIEHUE POJIM TEHETUYECKUX U MOp-
(oJOrnYecKrX METOI0B AUATHOCTUKU
pasnn4HbBIX (OPM MATOJIIOTHH TTOUYEK Y
nereil. MequKo-3KOJIOTHYECKUI U TU-
TMEHUYECKUH aHanu3 (pakTopoB OKpPY-
JKaroIleil cpenbl M UX CBsI3b ¢ 3a0ore-
BAa€MOCTbHIO BBISIBWJIN PErMOHAJIbHbIE
0COOEHHOCTH U IPUYUHBI Pa3BUTHUS 3a-
OosileBaHUI MOYEBOM CHCTEMBI y JIeTel
Ha tepputopun lIpumopckoro kpas.
OTO MO3BONMIO pa3paboTaTh CUCTEMY
MEPBUYHON NPO(UITAKTUKH 3a00IeBa-
HUH Ha NMONYJIALMOHHOM ypoBHE. OHa
3aKJII0YaeTCs B CHU)KEHUU MHTEHCHUB-
HOCTH BO3JICHCTBHUS IK30TCHHBIX (ak-
TOPOB pUCKa OOJIE3HU Ha JETCKOE Ha-
CeJIeHHe ITyTEM OpraHu3aly Ha BOAO-
MPOBO/IaX KOHJIUIIMOHUPOBAHUS HOH-
HOT'O COCTaBa BOJIbl; OTPAHUYEHHUH PO-
CTa YMCICHHOCTU HacelleHUs Ha Tep-
PUTOPUSIX «OYEHb BBICOKOTO» U «BBI-
COKOT0» pUCKa BOBHUKHOBEHHS 00J1€3-
HU; MOBBIIIEHUH YCTOWYMBOCTH Opra-
HHU3Ma JIeTel ¢ BHICOKUM PHUCKOM Pa3BUTHS OOJIC3HU K
HeOIaronpusATHOMY JI€HCTBHIO 9K30T€HHBIX (JaKTOPOB.
YBenuyeHue 4acToThl He(ponaTuil y HOBOPOKIEHHBIX
BBI3BaJIO HEOOXOJUMOCTD Pa3pabOTKH HOBBIX JHArHO-
CTHYECKHX NMPUEMOB, TIO3BOJIAIOIUX TPOBOJUTH TPe-
HaTaJbHYIO TUarHOCTUKY U BBIAEISITH CPEId HOBOPOXK-
JNEHHBIX TPYIITY PUCKa IO Pa3BUTHIO TIOYEYHOM naro-
noruu. Ha 0cCHOBaHUM MOJTyYEHHBIX JaHHBIX, COCTAB-
JieHa IporpaMma 1o (popMHUpOBaHHUIO TPYIIT PUCKA
paHHETO BBISABICHUS NAaTOJOTMU MOUYEBBIBOALIEH CH-
ctembl B [IpuMopckoM Kpae ¢ HCII0Ib30BaHUEM IIPO-
THOCTHYECKHUX OLIEHOYHBIX TaOJHIl [l HEOHATallb-
HOTO CKpHHMHTA.

SAKJTIOMEHMUE

Takum 00pa3om, POBEIEHHBIE HCCIICIOBAHUS U IO~
JIyYCHHBIE JIAHHBIE 0 32a00JICBAEMOCTH JIeTel 00JIe3HS-
MU MOUEBO# cucTeMbl B [IpumMopckom kpae, o mpuiu-
HaX U (aKTOpax pUCKa pPa3BUTHUS TIO3BOJIMIH OTIPEIe-
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JMThH CTPATETUI0 NPO(PUIAKTUIECKUX MEPONPHUSITUH,
[IPUOPUTETHI IEATEIILHOCTH IEPBUYHOTO 3BEHA U CIIe-
LUAIM3UPOBAHHBIX YUPEKICHUN 3paBOOXPaHEHUS,
MPUHATH 00OCHOBAHHBIC YIIPABICHYECKHE PEIICHHS.
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CPABHUTEJTbHAA XAPAKTEPUCTNKA OU3NHECKOTO PA3BTIA
OETEV C MY3bIPHO-MOYETOYHMKOBbBIM PEDJTIOKCOM

V.P. Sitnikova, T.L. Nastausheva, O.V. Minakova, Y.V. Pashkova,
O.A. Simonova

COMPARATIVE CHARACTERISTICS OF GROWTH INDICATORS FOR
CHILDREN WITH VESICOURETERAL REFLUX

'Kadenpa rocnutanbHON 1 NOANKINHUYECKOR NeamaTpumn BopoHEXCKO rocyaapCTBEHHON MeanLUmMHeKon akagemumn um. H.H. BypaeHko, 2ka-
denpa MHHOBaUMOHHBLIX CUCTEM MHGOpMaTU3aummn 1 6e30nacHOCTN BOPOHEXCKOro MHCTUTYTa BbICOKUX TEXHOMOMMiA, Poccus

PEDEPAT

LIEJIb CCJIE4QOBAHUS — oueHnTb Gunanyeckoe pasBuTue getein ¢ ny3blpHO-MOYeTOYHMKOBbLIM pedntokcom (MMP) ¢
MCMoIb30BaHMEM MeXOYyHapOoOHbIX CTaHAAPTOB U pPermoHasnbHbiX crnpaBoyYHukoB. MTALIMEHTBI U METO/]bI. NMpoBeneHo
CpaBHEHME Z-0OLLEHOK AJIMHbI, MaCChl U HAEKCA MaccChl Tena aeten B AByx rpynnax — ¢ NMMP I-Ill ctenenn n IMMP IV cTtenexn
1 Bblle 1 pedniokcHon HedpponaTtuein. PE3YJIBTATEI. Y peteii ¢ TMP ycTaHOBIEHO OTCTaBaHMe pocTa, KOTOpoe 3aBUCUT OT
TSXKECTM 3a60N1EBAHNS M MPOrPECCUPYET C BO3PACTOM MPU HAIMYMK BbICOKOM cTeneHn pedniokca 1 pedtokCHoM Hedponatuu.
Mpw Hannymm NMMP BbICOKOW CTENEHM BblpaXXEHHOCTW Npeobiafano YMCo AeTel C HU3KOM Maccom Tena ¢ 60/bLnM pa3bpocom
3HaveHui. Mpn NMMP y geten nHaekc maccol Tena Jale MMesn HU3KMe 3Ha4YeHUs No CPaBHEHWIO C nokasaTensiMmn 340p0BOM
nonynsauun. SAK/IIOYEHUVE. TpeanoxeHHble Z-0LeHKN GU3NYEeCKoro pa3suTums NoBbILWAKT 3P dEKTUBHOCTb aHanus3a, BBUAOY
BbICOKOW YyBCTBUTENBHOCTN NapamMmeTpmnyeckmnx MeTo40B K BO3MOXHbIM HEOAHOPOAHOCTSIM B BblOOPKax.

Kniouesbie cnoBa: I'Iy3prHO-MO‘-IeTO‘-IHI/IKOBbIIZ ped)mom, aetun, aninHa, Macca U HOekKCc MaccChbl Tena, Z-OueHKN.

ABSTRACT

AIM OF RESEARCH - to estimate physical fitness of children with vesicoureteral reflux (VUR) with usage of international stan-
dards and local guides. PATIENTS AND METHODS. Performed comparison of z-values of length, weight and body-weight index
of children in two groups — with VUR 1-3 stage and VUR 4 stage and over and reflux nephropathy. RESULTS. It was established
growth impairment which depends on disease severity and progresses with age with high grade of reflux and reflux nephropathy
in children with VUR. At high grade intensity of VUR prevailed quantity of children with low body-weight index with wide scatter of
values. In children with VUR body-weight index was usually lower than in healthy children. CONCLUSION. Suggested z-values
of physical fitness increase analysis effectiveness because of parametric methods high sensitivity to potential inhomogeneity
in sampling.

Key words: vesicoureteral reflux, children, length, weight and body-weight index, z-values.

BBEAEHUE

OreHka YpOBHS JIOCTHTHYTOTO (pU3HuecKoro pas-
BUTHS peOCHKA 3aHUMACT BaXKHOE MECTO B JIMATHOCTH-
Ke, ICYCHUH U IPOTHO3UPOBAHUU UCXOJIOB PA3TMYHBIX
3a00JICBaHUI U SIBJISICTCS HETIPSIMBIM U3MEPCHHEM Ka-
YEeCTBA KU3HU UHIUBUYYMA, B CBS3U C YEM IIUPOKO
HCIIONIb3YETCS HE TOJIBKO B MEAUATPUU, HO U B Pa3IHy-
HBIX COIMAIBHO-KOHOMHYECKUX o0nacTsx [1].

OreHka (PU3UYECKOTO PA3BUTHSI OCHOBBIBACTCS Ha
HEKOTOPBIX CPEACTBAX CPABHEHHUS C TAK HA3BIBACMBbI-
MU STaJOHHBIMU WJIM HOPMATHUBHBIMH IOKa3aTesi-

CurnuxoBa B.I1. 394024, r.Boponex, yn.bypaenko, a. 1. Kapenpa ro-
CNUTAJILHON U MOJUKIMHUYECKON neanatpuu BopoHexkckoii rocynap-
CTBEHHOH MenuuuHckod akanemuu um. H.H. Bypaenxo. Ten. (473)
237-27-46

MU peOeHKa TOoro ke Bo3pacta u nona [2]. [Tokaza-
Tenu (PU3MIECKOTO Pa3BUTHSI 30POBOTO peOeHKA KO-
NeOIIOTCS B OTIPEICIICHHBIX MTpeieNiaX, Ha3bIBaeMbIX
HOPMAaTHBHBIMH 3HAYCHUSIMHU, KOTOPBIE Pa3eisiioT
Ha CTIPaBOYHbIC M CTaHJIAPTHBIE TIOKa3aTenu. Teope-
TUYECKH CYIIECTBYET TOHKOE, HO BAXXHOE Pa3IHune
MEXIy TIOHATHEM CIIPaBOYHBIC TIOKA3aTeNId U CTaH-
JIapTHble mokaszaTtenu. CripaBoYHbIE TOKA3aTEeNH pPa3-
BUTHS OTIMCHIBAIOT BAPUAITUIO HEKOTOPBIX U3MEPEHUN
BHYTPH BBIOOPKH U3 TIOMYJSAIUN B 3aBUCUMOCTH OT
BO3pacTta u nona. CTaHgapTHbIC MOKA3aTEIH OMUCHI-
BalOT BapHallly, KOTOPbIE SBISAIOTCS HOPMATbHBIMU,
ONTHUMAJIBHBIMU U 3JJOPOBBIMH, TEM CaAMBIM OXBAaThI-
Basi IOHSATHE HOPMBI UK KenaeMol enu [3]. Takum
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00pa3oM, CTaHAAapPTHBIE TOKA3aTeNH, MPEICTABIISIIOT
9TaJIOH 310POBBS M OJIATOMOIYYHs U TO3BOJISIOT 110~
JIyYUTh OLIEHKH 310POBbsI UHAMBUAYYMOB HJIN MTOITY-
JSALUH, TOTAA KaK CIIPaBOYHBIE OTPAXKAIOT XapaKTep-
HbIE YEePTHI BHIOPAHHOW TOMYJISILIMK, KOTOPAst MOKET
HMMETh KaK HEKOTOPYIO MaTOJIOTHIO, TAK U OIIpeIeIeH-
HBII COLMaIbHO-9KOHOMUYECKHH CcTaTycC.

Ha nmpaktuke pa3nuyusi Mexay CTaHIApPTHBIMHU
U CIPAaBOYHBIMU MOKa3aTeIsIMH YacTO YETKO HE BbI-
paxkatotcs. OTKIOHEHHE MoKa3aTelell (PU3nIecKoro
Pa3BUTHS OTAEIBHOTO PeOCHKa OT CHPABOYHBIX HIIU
CTaHJIaPTHBIX SIBJIAETCS OTHUM U3 UHIUKATOPOB pPUCKa
OCJIO)KHEHHOTO Te4eHUs 3a0oneBanusi. B neauarpuue-
CKOM IpaKTHKe AJ1s1 OUeHKH 3P PeKTa BpadyeOHbIX BMe-
LIaTeNIbCTB, PAKTOPOB PUCKA Pa3BUTHUS OCIOKHEHUH 1
TeueHHs1 3a00JIeBaHUI OLICHKA JOCTUTHYTOTO YPOBHS
(u3HYECKOro pa3BUTHS 3aHUMAET BaKHOE MecTo [4, 5].
B nuteparype 10BOIBHO 4acTo 00CYKIaJICs BOIPOC O
COCTOSTHMM MAacChl Tejla M pocTa OOJIbHBIX Ha JHAJIH3-
HOM Tepanuu. 3aaepKKa pocTa IIpu XPOHUYECKOH I10-
yeyHoi HepocratouHoctH (XI1H), He sBistACcH npuyn-
HOM JIETaJIbHOTO UCXO0/1a, CITYKUT MapKepOM BO3MOXK-
HOTO HeONIaronpusTHOTrO MporHo3a. B cBs3u ¢ BoIle-
M3JI0KEHHBIM HaM MOKa3aJI0Ch NHTEPECHBIM U IPaK-
THUYECKU BaYKHBIM HCCJICJOBAaHHE MMapaMeTpoB (hu3u-
YEeCKOr0 Pa3BUTHS JeTel ¢ HePPOMaTHIAMHU C UCTIOJb-
30BaHMEM MEXYHAPOJIHBIX CTAHAAPTOB M pErMOHAIb-
HBIX CIPAaBOYHHUKOB.

Leunp Hamieit paboThl — IPOBECTH OLICHKY (hU3UYe-
CKOT'O pa3BUTHS J€TEeH C My3bIPHO-MOYETOYHUKOBBIM
pedmokcom (ITMP).

NMAUUEHTbBI U METOAbI

s mpoBeneHus: ucciaea0BaHusl ObLIIM UCIOJIb-
30BaHbl JJaHHBIE MIEPEKPECTHOTO 0OciienoBaHus 386
nereit ¢ [IMP B Bo3pacte ot 2 1o 14 net, nposnedeH-
HBIX B BopoHexckoli 00:1acTHOM 1eTCKON KIMHHYe-
ckoit 6onpHHLE Nel. Bee n3mepenus Obuin nposee-
HBI B YCJIOBUSIX CTAllMOHAPA U BHINIOJIHEHBI B COOTBET-
CTBUU CO CTAaHAAPTHOM METOAMKON CrieIaIbHO MOJI-
TOTOBJIEHHBIM NTEPCOHAJIOM (CPEIHUNH MEAUIIMHCKUI
nepcoHas u Bpauu-neauarpsl) [1]. beiau uckimoue-
HBI JIETH, UMEIOLIUE BBIPAXKEHHYIO 3HJIOKPUHHYIO U
JpYTyI0 MaTOJOTHIO, a TAK)KE POJMBILNE HEJOHO-
meHHbIMH. Kaxknoe n3mepenue Bkiodano 4 mapa-
MeTpa: 3Hau€HHEe Macchl U JJINHBI Tela, I0J U XPo-
HOJIOTHYECKHH Bo3pacT peOeHKa Ha MOMEHT IpOBe-
JICHUS U3MEpEeHUil.

BBuny nonoBo3pacTHOW HEOTHOPOAHOCTH TPYIIT
JUIsl TIPOBEACHUS UCCIICAOBAaHMs ObUIM MCIONb30Ba-
HBI Z-OLICHKH OKa3aTelsi GU3NUECKOro pa3BuTus (y)
1 €My COOTBETCTBYIOIIETO HE3aBHUCHMOI'O 3HAUYEHUs
BO3pacTa:
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L
M (x)

2= Lagesey  TIT0

logv/M()

S(x) ' ’

rae L(X) — cnpaBouHOe MM CTaHIapTHOE 3Haue-
HHUE CTENCHU TpaHCPOPMALUK IS JAaHHOTO IoJia U
BO3pacrTa,

M(X) — crpaBo4YHOE WJIM CTaHIApTHOE cpeiHee
3Ha4YeHue MoKazaTesis JAJIs JAaHHOTO ojla U BO3pacTa,

S(x) — cripaBOYHOE WM CTaHAAPTHOE 3HAYEHHE KO-
a¢dumeHTa BapHaliy A7 TAaHHOTO 110J1a ¥ BO3pacTa.

Jns npoBenienus nceiieqoBanus napamerpol L, M,
S u1g KaXk1oro HaOIroIeHNUs ObUIM B3SATHI U3 TAOINIL]
3HAYCHUH MoKa3aresnei pru3naeckoro pa3BUTHs, Mpe/-
CTaBJICHHBIX B pekoMeHaauusax BO3, as pebenka Toro
ke Tosta 1 Mecsta xxu3uu. st nereit ot 0 1o 60 Mec
WCIOJIb30BaHbI CTaHJIapTHBIE MMOKA3aTeNu, A OIeH-
KH fieTeit oT 5 10 19 net npuMeHeHbl MEXIyHapOI-
HBIC CIIPaBOYHBIC TTOKAa3aTeNu, IpeAcTaBieHubie BO3
¢ ucrnoab3oBanreM ganHbIXx NCHS [6].

B mammx pabotax [7, 8] peruoHaigbHbIC CIpa-
BOYHBIC MTOKA3aTeNN JUIMHBI, MacChl M WHJAEKCA Mac-
ChI TeJa MpencTanBieHsl B Bujae Gynkiuid L(x), M(x),
S(X) XpOHOJIOrHYECKOTO BO3pacTa (X), COCTABISIONINX
KBaHTHJIbHO-PETPECCUOHHYIO MOJIENb OLECHKH (DU3U-
YEeCKOTO Pa3BUTHSL.

Hcnonp3oBanHas B HCCIIEA0BaHUY Z-OIIEHKA ITpe/I-
CTaBIsIET co00i OoJiee MIMPOKYIO, HE3aBUCUMYIO OT
(bopMBI pactipeiesieHus, albTepHATUBY KO PHIINECH-
Ty CTaHAApTHOTO OTKJIOHEHus (curma). [lomydaembie
Z-OLEHKU MMEIOT HOpMaJIbHOE pacipesiesieHue U mo-
9TOMY MOTYT OBITh 00paboTaHbl Pa3IMYHBIMHU CTATHU-
CTHYECKUMH METOJaMHU.

PacueTsl cTaTHCTHYECKUX XapaKTEPUCTHK BBIOOP-
KU, TIPOBEPKA CTATUCTUICCKHUX TUIIOTE3, JUCIICPCHOH-
HBII M perpeCcCHOHHBIN aHaIN3 OBUTH IPOBEICHEI C HC-
MOJIb30BaHUEM MPHUKIITHOTO POTPAMMHOT0 oOecrie-
yeHus «Statistica» 5.0.

PE3YJIbTATbI

OcobeHHoCcTH (PU3HYECKOTO pa3BUTHUS OBUIN HC-
cienosanbl y 386 nereii ¢ [IMP, cpeau Hux 349 neso-
yek (90,4%) u 37 mansaukos (9,6%). Cpenuuit Bo3-
pact coctaBuia 7,9+3,2 rona.

Oco0eHHOCTH JUTMHBI, MacChl U MH/IEKC MACCHI Te-
na (UMT) Obutn ucciieioBaHbl B 3aBUCUMOCTH OT TsI-
skect [IMP. bputu BbIiesieHb 1BE TPYIITBI OOJIBHBIX:
1-a rpynmna ¢ [IMP I-1II crenenu 6e3 ckiepo3upoa-
HUSI TOYKH, 2-51 — ¢ pedumokcoM [V crernienu u Boie,
a Takke OOJIbHBIE C JIMArHo30M — peduItoKCcHas He-
¢dponarus. B 1-i rpynme Habmonanocs 273 pedenka,
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Tabnumua 1
CpepHue 3HadyeHus (M=*o) z-oueHok
B UcclieayeMblX rpynnax

MokasaTesnb Mpynna 1 lpynna 2

[nvHa tena 0,18+1,04 -0,11+1,16
Macca Tena -0,08+1,10* -0,34+1,19
MHpekc maccol Tena -0,27+1,18 -0,40£1,23

Mpumeyanue. * p<0,05 no t-kputeputo CTbloaeHTa.

2,0

-75 cTaHOapTHbIN NpoLeH

0,5 |

0,0 |

-

Z-OLEHKN AnvHbI Tena

-2,0

rpynmna 2 rpynmna 1

a — 3HadveHus 10, 25, 50, 75, 90-ro npoueHTUNS.

14

1.2 _

1,0
0.8
0,6
04
0,2

0,0
-0,2
-0,4
-0,6

Z-OLICHKHM JIJIMHBI TE1a

-0,8
10 HOpMa

-1,2

-14

rpynmna 2 rpynna 1

6 — cpenHee 3HaveHne 1 95% posepuTenbHbl nHTEpBan, CKO.

Puc. 1. Ctatuctnyeckne xapakTepucTnKn z-OLeHOK ANVHbI Tena
B MCCNeayeMbIX rpynnax pasnuyHon taxectu NMMP.

n3 HUX JeBouek 252 (92,3%) u manpankos 21 (7,3%),
cpennwmii Bo3zpact 7,8+3,1 roga. Bo 2-ii rpymme 66110
113 6onbHBIX, 13 HUX JeBovek 97 (85,8%) u Mamsun-
xoB 16 (14,2%), cpennuii Bo3pact 8,2+3,5 ner.
CpenHue 3HaUYCHHUE Z-OICHOK JJIMHBI, Macchl H
NMT B uiccneryeMbIX rpyTIiax MmpeicTaBiIeHsl B Tao. 1.
3HaveHus Z-0leHOK JUITMHBI Tela B TpyIme 1 u3me-
HUCh 0T —2,91 10 3,41, 9TO COOTBETCTBYET U3MEHE-
HUIO CTAHJIAPTHBIX Z-OLEHOK, JIOKAIHX B ITPeesax OT
—3 o 3. PazHuIa Mexay MenIuaHoi U BEIOOPOYHBIM
cpernanmM cocrarisuia 0,01, koaddurment acummeTpun
PaBeH HYJIO, YTO CBUJIETEILCTBYET O CHMMETPHYHO-
CTH pacIpeieNieHus! Z-OlICHOK JITTMHBI Tea B rpyrie |
OTHOCHUTEIILHO CpeIHEeTro. 3HaueHHEe BEpXHEH KBapTH-

mu 1 90-ro npoueHTuist Obiu paBusl 0,9 u 1,43, uro
HE3HAUUTEBHO BHIIIIE YCTaHOBJIEHHBIX [T CTAHAAPT-
HOT0 HOPMAaJIbHOTO pacnpeseneHus 3Hadenuit 0,67 u
1,28 coorBercTBeHHO (puC. 1, a). Taxxke 3adukcupo-
BaHbl 00Jiee BHICOKHE 3HAYCHMS HMIKHEH KBAHTUIIH
1 10-ro IponeHTU IS 10 CPaBHEHHUIO ¢ HOPMATHUBOM,
pasHbie 0,48 u—1,10 coorBercTBeHHO (puc.1, 6). 310
CBUJICTENLCTBYET O OOJIbIIEH a0COMIOTHON BETUUNHE
3Ha4€HUI HU3KOTO POCTA 10 CPABHEHHUIO C BBICOKHUMU
B 3TOW rpyIIe.

3Ha4YeHNUs Z-OLIEHOK JUIMHBI TeJla B IpyIe 2 u3Me-
HSUTUCH B IIpenenax oT —3,45 no +2,33, cpeanee 3Haue-
Hue cocraBmino —0,1141,16. D1o yka3piBaeT Ha Ipeod-
JlajlaHue AeTel Hu3Koro pocra B rpymre 2. [Iposenen-
HBIH TUCTIEPCUOHHBIN aHAJIN3 BBISIBUII CTATUCTHYECKU
3HaYMMBbIE Pa3INyus Z-OLIEHOK JUIMHBI Tela B UCCIIe-
nyembix rpynmax (F=5,98, p=0,014), 4ro no3Boinsier
CeaTh BBIBOJ O 3aepxkke pocra aerer ¢ IIMP BbI-
COKOM CTENEeHH U peIIIOKCHOHN HedponaTHen.

80

70 +

60 T

50 +

40

30 1

20

<3 <2 <-1 HOpMa >1 >2 >3

[ rpynmna | MM rpyrina 2 == oxuiaeMbie

a — NPOLEHTHOE pacnpeneneHne z-0LeHoK AnHbl Tena y 60b-
HbiX ¢ [TMP no wkane curmanbHbIX OTKIIOHEHWA.

60

50 +

40

30

20 ~

P COrpynmna 1 MM rpynna 2 == oxuaeMble

6 — NPOLLEHTHOE pacnpeneneHne z-oLeHOK AJIMHbI Tena y 601b-
HbIx ¢ MMP no rpannuam 3, 10, 25, 75, 90, 97-ro npoueHTunen
MEXAyHapOa4HOro CTaHAapTa.

Puc. 2. HYactoTa BCTpe4aemMOoCTn z-OLLeHOK AJINHbI Tena B uccne-
AyeMbIX rpynnax pasnmyHon tsxxectu NMMP.
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CHMIKCHUC POCTA U B IpymIie 1, e

0.6
S Z-OlICHKH JIS)KaJld HUXKE MOJI0BO3-
< 04 ——
— N
§ O e s | — pacTHOI HOPMBL.
E ) — [IpoBeneHHbI aHAJIN3 YAaCTOTHI
= 0 BCTPEYAEMOCTHU JIETEH C HU3KUM,
=02 BBICOKMM ¥ HOPMAaJIbHBIM POCTOM B
=
5 o4 HCCIelyeMbIX TPYTINax TaKKe yKa-
® 3BIBAET HA HEKOTOPOE OTCTaBaHUE
N .6 rpymmal o
- oy 2 B pocre nereit ¢ [IIMP. Beero ne-
0.8

1 2 3 4 5 6 7 8 9 10

BO3pacT, Jer

y1=0.465-0.019x-0.001x> (R*=0.63, F=36.6, p=0.001) — rpynna 1
y2=0.253+0.02x-0.005x> (R*=0.66, F=210.1, p=0.001) — rpyrma 2

Puc. 3. PerpeccrnoHHas kprBas z-OLeHOK AJIMHbI TeNna B UCCeayeMbIX rpynnax.

CremyeT OTMETHTE, YTO TIPH HUCIIOJIB30BAHUA IS
pacdera z-OIeHOK PETHOHALHOTO CITPaBOYHHKA CPe-
HUE 3HAYCHHs B WCCIETYyEeMBIX TPYIaX COCTABIIN
—0,29+1,28 u —0,59+1,28, uro Takke yKa3blBacT Ha

15

25 - 75-1 npoLUeHTUNb cTaHaapTa

0,5

0,0

-0,5

Z-OlICHKM MaccChl TeJia

-2,0

rpynna 2 rpynna 1

a-—3HaveHus 10, 25, 50, 75, 90-ro NpoueHTUNsA Z-0LEHOK Macehl Tena.

AMMEMY

Z-OLICHKM MacCChl TeJia

rpynna 2 rpynna 1

6 — cpeaHne 3HaYeHns 1 Ux 95-NPOLEHTHbIV A0BEPUTENbHBIA NH-
TepBan, CKO z-oueHOK Macchl Tena.

Puc. 4. CtatucTnyeckme xapakTepuCcTUKN z-OLEHOK MaccChl Tena B
ncenenyembix rpynnax ¢ NMMP.

64

Teil ¢ HU3KUM POCTOM (<—2 cTaH-
JapTHOTO OTKJIOHEHHUs) Obu1o 12
(3,1%), u3 Hux B rpynmne 1 — 6 ne-
Teit (2,2%), a B rpymnme 2 — 6 nerei
(5,3%), w3 nux noe (1,8%) ume-
JIY Z-OIIeHKH JUTMHBI TeJla HIKe —3.
Jleteii ¢ BBICOKUM pOCTOM (>2 CTaHAAPTHOI'O OTKJIOHE-
Hust) 6bu10 11 (2,1%), 60NbIIMHCTBO U3 HUX — 9 feTel
—oTHeceHsl k rpynie 1. B npenenax nomoso3pacTHoM
HOpMBI (0T —1 710 1 cTaHIapTHOTO OTKIIOHEHHMS) HAOIIO-
nanoch 246 nereit (63,7%), u3 Hux B rpyniy 1 BXxoau-
mm 182 (66,7%) u B rpymty 2 64 (56,6%), T.e. Ha 10%
HUKE, YeM JIOJDKHO OBITh Y 3/I0pOBbIX Aetel (68,3%).
Pacnpenenenue nonydeHHbIX HaOMIOOCHUH B TpaHU-
1[aX CPEeIHEKBAPATUYHBIX OTKIOHEHHUH Mpe/icTaBIe-
HBl Ha pHC. 2, a, B IPOLCHTUILHBIX KOPUAOPaX — Ha
puc. 2, 6. Jlereit ¢ poctoM HHKE 3-TO IPOICHTUIIS B
rpymme 2 6su10 7 (6,2%), a B rpynme 1 —7 (2,6%), pas-
JMYus cTaTucTuaecku 3Hauumel (p=0,04 mo ogHOCTO-
poHHeMy z-kputepuio). [ereit ¢ pocrom Hike 10-ro
npoueHTws B rpynmne 2 obuto 18 (15,9%), a B rpyn-
ne 1 —22 (8,1%), pa3nuuus CTaTUCTHYSCKU 3HAYUMBbI
(p=0,03 o aBycTOopoHHEMY z-KpuTeputo). Ciemoba-
TE€JIbHO, UCIIOJIb30BAHNE Z-OLIEHOK U MPOLEHTHUIIBHO-
TO pacIpeaesIeHus IO3BOIMIIO YCTAHOBUTD Pa3anyus
B JnuHe Tena aereit ¢ [IMP, BeipakeHHbIe B OTCTaBa-
HUH POCTa B 3aBUCMOCTH OT TSKECTH 3a00JIeBaHusI.
[Ipu ucronb30BaHUM PErHOHAIBHOTO CIIPABOYHU-
Ka Oblia BBISIBIIEHA KOPPEJSILIMOHHAS CBA3b C BO3pac-
toM (r=0,62) B rpynne 1 u (r=0,57) B rpynme 2. B cBs-
3M ¢ 3TUM ObLIa IOCTPOSHA MOJIEIIb ITOJIMHOMHAJIBLHOM
perpeccu Ajist Z-OLeHOK JJIMHBI Teja, 00ecreYnBao-
11as1 HAMMEHbLIee a0COJIIOTHOE CPEAHEKBAAPATHIHOE
OTKJIOHEHHE. XO/] IPE/ICTaBIEHHBIX Ha pUC. 3 BO3pacT-
HBIX PErPECCUOHHBIX KPUBBIX Z-OLEHOK JITMHBI TeNa B
HCCIIelyeMBIX IPyTINax MoKa3al, YTO CHUKEHHE pocTa
nerei ¢ [IMP 3aBucur ot Tsxectu 3a0oneBanus. [1o-
JIy4EeHHBIE PE3YJIbTaThl T03BOJISIOT CYUTATh, YTO C BO3-
pacToM 3aznepxkka pocra gerei ¢ [IMP Boicokol cre-
NeHN U peIIIOKCHOMN HedponaTreld Iporpeccupyer.
Pacnipenenenus z-oneHok Maccel Tena B rpymime 1
nexar B npenenax ot —3,37 no 4,11 (puc. 4). Cpen-
Hee 3HaueHue cocraBuiio —0,08+1,10 u coBmamaio ¢
menuanoii —0,08. B BeiOopke HaOM01aI0Ch HE3HAYH-

12 13 14 15
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Puc. 5. MNpoueHTHOE pacnpeneneHne z-oueHoK Macchl Tena y
6onbHbIX ¢ NMMP B rpaHuuax 3, 10, 25, 75, 90, 97-ro npoueHTuns
MeXAyHapoaHOro cTaHaapTa.

1,5

25-75 npoueHTunb cTaHaapta

0,5

z-oueHku UMT
< o
©°

°
3}

;
10 L

-2,0

rpynna 2 rpynna 1

Puc. 6. 10-1 1 90- NpoLEHTUNb, MHTEPKBAHTU/IbHbIA pasmax v
MefuaHa z-oueHok VIMT B nccnegyemsbix rpynnax.

TEJIbHOE MPEBBINICHUE a0CONMIOTHBIX 3HAUYCHUN HUXK-
HHX HpOHeHTHJ’Ieﬁ Hag CUMMCTPUYHBIMU BEPXHUMU,
TaK BepXHss KBapTHiIb cocTaBisia 0,64, a 3HadeHHe
amwkaeil —0,83, ananornuno 10-# MPOLEHTHIH CO-
crapun —1,41, a 90-it — +1,26. CinenoBareiabHO, IS
rpynmnsl 1 XapakTepHO HeOOIbIIoe CHIKeHHNE 3Ha4e-
HUM Macchl TeJia I10 CpPaBHCHHUIO C YCTAaHOBJICHHBIMU
B 3JI0pPOBOH MOIYJIALUH.

B rpynme 2 ¢ukcupoBanach yaiie HU3Kas Macca
Tena, pazdpoc zZ-0IEHOK JIekKa B peenax oT —6,24
no 2,78, cpeqnee 3nadenue cocrasmino —0,34=1,19.
B aroii rpynme HabmOnAN0Ch 3HAYUTENbHAS aCHM-
MCTpUA COOTBETCTBYIOLIUX HpOHeHTHHeﬁ B CTOpO-
HY YBEJHUEHUS aOCOIIOTHBIX 3HaYeHU I HIDKHUX TIPO-
neHtmwiei. Tak BepxHss KBapTwib cocTaBmsiia 0,37,
a HkHsA Obuia paBHa —1,02. B rpynme 2 mabmroga-
Jlach CUIIbHAS JIGBOCTOPOHHSS aCUMMETpHsL, K03 du-
HUEHT acuMMeTpuu cocTaBisu —0,99, skcniecc — 4,62.
OTO0 CBUJIETEIBCTBYET O MpeoliIalaHuy Ynucia JeTei
C HM3KOM Maccoii Tela HaJl YMCIIOM C BRICOKOH, a TaK-
e 0 6oJiee MUPOKOM pa3dpoce 3HAYCHUI MACChI Tela

HIKE TOJ0BO3PACTHON HOPMBI HaJ Bapualueil 3Ha-
YEHUU BBILIE HOPMBI.

[IpoBeneHHbIN NUCIIEPCUOHHBIN aHAIU3 BbIABUI
CTAaTUCTUYECKHU 3HAYUMBbIC PA3TUUMSI Z-OLEHOK MaCChl
Tena B uccaenyemoix rpynmnax (F=4,31, p=0,038). Ana-
JIOTUYHBIE PE3YIBTAThI TOJTYYEHBI U C UCTIOIb30BAHUEM
pernonanpHoro cpaBounuka (F=4,31, p=0,038), kor-
Jla CpeIHME 3HAYCHUS Z-01ICHOK B IPYyTIaxX COCTaBUIN
coorBeTcTBeHHO —0,29+1,28 1 —0,59+1,28.

Hwuxe xoaddunmenra cranaapTHOrO OTKIOHSHUS
—2 nekanu 3HaueHus macchl Tena 18 nereit (4,7%),
cpean Hux 10 (3,6%) OblIr oTHECEHBI K Tpynme 1 u 8
(7,1%) k rpynme 2. 3HaunTeNbHOE IpeodIajaHue Jie-
Tl TpyNIibl 2 10 CpaBHEHUIO C 1-if HAOIFOIAIOCH B JTU-
ana3oHe oT —1 ko3duireHTa CTaHAaPTHOTO OTKJIIO-
HeHUS 10 —2 Kod((UIIMEHTA CTaHAaPTHOTO OTKIIOHE-
Husi, a umeHHo: 20,4% (23 pebenka) mpotus 13,9%
(38 mereit) B rpynme 1 (p=0,0351 o oqHOCTOPOHHE-
My Z-KpUTepHI0). Pactipe/iesieHue 1o 1eHTUIIbHBIM KO-
puaOpaM IMpeacTaBICHO Ha puC. 5.

B nanHOM ciyyae oka3anock, yTo 0oJiee YyBCTBH-
TEIBHBIMU JUIsI BBISIBJICHUSI pa3IMyuil B Macce Teja
OOJIBHBIX JICTEW OKA3aJIUCh Z-OlEHKH, TIOJTy4CHHbBIC Ha
OCHOBE MEKTyHAPOTHOTO CTaHAapTa, KOTOPBIE MO3BO-
JIWIH OTHOCUTENIBHO MTPOCTHIM METOIOM JIUCIIEPCUOH-
HOTO aHaJIW3a BBISBIISTH PA3INYus, TOTNIA aHATU3 Ya-
CTOTBI BCTPEYaEMOCTH IOTPEOOBa IPOBECHUS OOJIb-
LIOTO YUCJIa COMOCTABICHUM.

3nauenust z-oueHok UMT B nccnenyeMsix rpynmax
u3MeHsmch B rpymnne 1 ot —4,2 1o +4,2, a B rpymnme
2 ot —6,5 10 +2,7, cpeaHue 3HaU€HUs COCTABHIIU CO-
orBeTcTBeHHO —0,27+1,18 u —0,40+1,23. Craructu-
YECKU 3HAYMMBIX Pa3Induil MEKy IPyIIaMu HE Bbl-
spieHo [t(1,384)=—1,04, p=0,3]. 3Ha4eHUsT HUKHUX
MIPOLIEHTUJICH B UCCIIEyEMbIX IPyIIax MOoYTH COBIA-
Janu, torna kak B rpymnme ¢ IIMP Beicokoil crermne-
HU U pedUIFOKCHON HedpornaThel 3HaYCHHS BEPXHUX
MPOIEHTHIICH ObUIM HEMHOTO HUXKE, YeM B TPYIIIE C
[TPM I-III crenenu. B xone aucnepcMoHHOTO aHaIu-
34 HE BBISIBIICHO CTATUCTUYECKH 3HAYUMBIX PA3IUIUil
z-oueHok UMT mexnay rpynnamu Kak ¢ UCIOIb30Ba-
HUEM MEXIyHapoaHbix cranaapros [F(1;384)=1,08;
p =0,299], Tak u peruoHaIbHBIX cripaBOUHUKOB [F(1;
384)=0,59; p = 0,442].

Ha puc. 6 npencraBiaeHbl CTaTUCTUYECKUE XapaK-
TepucTUKu z-oueHok MMT, npeacraBieHHble Mpo-
LUEHTUIBHBIM pacupenenenueM. CieayeT OTMETHUTD,
YTO Il 00X UCCIIEAYEMbIX TPYII XapaKTepHO Ha-
Ju4are OOJBIIETO KOJIMYeCTBa HU3KKX 3HaueHuit UMT
10 CPAaBHEHMIO CO 3J0POBOM MOIYJIALUEN.

CpaBHEHHE YaCTOTHI BCTPEYAEMOCTH Z-OLIEHOK
UMT 1o curMaiibHbIM OTKJIOHEHUSIM U 110 IPOLIEHTH-
JISIM TIPEJICTaBJICH Ha puc. 7, a, 0.
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a — NPOLEHTUNbHOE pacnpegenenne z-oueHok MMT no wkane
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6 — NpoueHTUNbHOE pacnpeaeneHne z-oueHok UMT no rpaHuuam
3,10, 25,75, 90, 97-ro NnpoLeHTUIA MexayHapoaHOro cTaHaapTa.

Puc. 7. HYacTtoTa BCTpevyaeMocTn z-oueHoK VIMT B uccnenyembix
rpynnax pasavyHomn Tsxectu NMMVIP.

OBCY>XXAEHUE

[Ipu ouenke Gu3HMUECKOro pa3BUTHS JETEH C pas-
auuHol crenenbto [IMP ncnonb3oBanu MmexayHapo-
HbIE CTaHAAPTHI, IpeanoxkenHsie BO3, n pernonans-
HBIH CIIPaBOYHUK, Pa3pab0TaHHbII aBTOPAMH CTaThH.
[IpumeHeHne z-01eHOK BMECTO MEPBUYHBIX H3MEpe-
HUH [T03BOJIUIIO ITPOBECTH CPABHUTEIBHBIN aHAIN3 MO~
KazaTesieil (PU3NUECKOro pa3BUTHUS TPYMIl JETe, He-
OZHOPOJHBIX T10 MOy M BO3PACTY, M BBISIBUTH CIICII-
npuyHble pa3nuuns 0e3 yBeNWYeHUs 4rciia HaOro-
JICHUH, YTO OYCHb BAKHO MPH PETPOCIIEKTUBHOM HC-
CJICZIOBaHUH.

AHanm3 (U3MYECKOro pa3BUTHsI ObUI POBEACH B
rpynnax nereit ¢ [IMP, He uMeronMX MOBBIIEHUS MO-
YEeBMHBI M KPEaTMHUHA B CBIBOPOTKE KpOBHU. B nure-
paTypHbBIX HICTOYHHUKAX HanOoJIee YacTo CyIIeCTBYIOT
yKa3aHWsl Ha CHW)KEHHE POCTa M Macchl Teaa y 00Jib-
Hbix ¢ npuszHakamu XIIH [9, 10]. IIpu 3TOM aBTOpHI
YKa3bIBalOT Ha €XKEroHble M3MEHEeHMs KO3 duiu-
€HTa CTaHJAPTHOTO OTKJIOHEHUS POCTa, B CPEIHEM B
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npexnenax 0,1+0,7 y 60nbHBIX, OTYy4aBIIMX TEMOJIHU-
anmus [10].

[Tpu nanmmuuu [IMP BricOKO# cTeneHu, pedirokc-
HOU HeponaTuu UMEeeT MECTO MOBPEKICHUE TTOYeY-
HOMW MapeHXUMbl, HAJTMYHE IPU3HAKOB CKJIEPO3HPOBa-
Hust [11]. B Hammx nccnenoBanusix U paboTax Apyrux
aBTOPOB OBLIM BBISBICHBI HApYLICHUS! (PU3MUECKOTO
pasBUTHS B BUJAE 33aJEPKKH POCTA, a TAKKe AePHLI-
Ta Macchl Tena U Hekotopoe cHmkenne UMT [12-14].
OTOT (aKT MOXKET OBITh PE3yJbTATOM KaHAJIBLEBBIX
JUCcyHKINH, TAKUX KaK CHHKEHUE KOHIEHTPALUOH-
HOHU CIOCOOHOCTH, OTEPH HATPHs, HATUYHE allUI0-
3a, 4TO MOXeT MemaTs pocty [12, 15]. B cBoux uc-
cnenoBanusix Seidel u coasr. [16] cienanu 3akiode-
HUe, 4TO 3a/epxkka pocra y nerei ¢ [IMP sBisercs
pe3ynbraToM TeueHus 3adoneBanus. Hammmu uccie-
JOBaHHMSMHU ObljIa yCTaHOBJICHA 3aBUCHMOCTBD 3aIePIK-
KU POCTa OT CTeleHH pedurokca, HaMuus pegIIoKc-
HOU HedponaTHu, a TaKKe ee MPOrpeCCHUPOBAHUS C
BO3PacTOM OOJIbHBIX.

B Heckonbkux padorax [14, 17, 18] obcyxmnaercs
BOINPOC O CHM)KEHHH POCTA TPU HAIUYHUU PEITIOKC-
HOH He(poIaThy, Korjaa MMeeTcs OBPeKAeHHE MOYeK,
U yKa3bIBAaeTCs, YTO JaXKe MOCIIe KOHCEPBATUBHOTO U
XUPYPrUUECKOro JIEUEHHs] HE HACTYNaeT BOCCTAHOB-
JIeHHE apamMeTpoB (PU3MYECKOTO pa3BUTHS OOJIbHBIX.
OpHako B IUTEpaTypHBIX HCTOUHUKAX HEPEIKO YHUCIIO0
OOJIBHBIX C BEIPAKEHHOM 3aIePIKKON POCTa OrpaHuye-
HO, TaK KaK M3 aHaJIu3a UCKIIOYEeHBI OOJIBHBIE CO 3Ha-
YUMBIMH MTOBPEKICHUIAMHU MOYEK.

Heduunt maccet Tena y nereit ¢ [IMP BoisBisier-
s KaK cpeay OOJIbHBIX C HEOOJIBIIOHN CTeNeHbIo ped-
JIIOKCA, TaK U IIPU €ro BEICOKUX 3HAYEHUSIX. DTH U3Me-
HEHHUS MOT'YT OBITh 00y CJIOBIICHBI KaK 0COOCHHOCTSIMH
nueTsl [11], Tak ¥ TSKENbIM MOpaXKEeHUEM MOYEK, M0-
CKOJIbKY B HAaIlIMX UCCJIEIOBAHUSX YCTAHOBJIEHO MOBBI-
HIEHUE YaCTOThI BCTPEYAEMOCTH M 3HAYUMO OOJIBILINIA
nepuuuT Macchl Tena cpeau 6oibHbeIX ¢ [IMP V-V
cTerneHu U npu peduirokcHoi Hedponaruu. [Ipu aBy-
CTOPOHHEM pe(UIIOKCE CO CKIEPO30M Y MTaTIbSIHCKUX
OOJIBHBIX BBISIBJICH A€(PUIIUT MAcChl Teja Mo CpaBHe-
HUIO CO 3J0POBBIMU J€TbMH U TpyIIIaMu ¢ Oosee Jer-
Ko opmoii 6onesnu [11].

ITpu n3yyenuu UMT ycTaHOBIEHO HEKOTOPOE €r0
cHrkenue npu Hanuuuu [IMP pasznuynoi creneHu
BbIpaxkeHHOCTH. OfHako npu n3MeHeHun UMT, na-
psily C ero yMeHblIeHHEeM y psia 0osbHBIX (9,3%)
C TSDKEJIBIM peqIIIoKCOM U TpH peditokcHol Hedpo-
naTtuu, oOHapy>KeHbl 3HAUEHUs, paBHbIC MJIM BBILIC
90-ro MpOLEHTHIIS, IPU ATOM PETUCTPUPOBAIH MPHU-
3HAKU TUIEPQUIBTPALMH U OBbUT CHM)KEH WU OTCYT-
CTBOBaJl MMOYEYHBIH (PyHKIMOHANBHBIN pe3epB. Cy-
LIECTBYIOIINE MCCIIEIOBAHNS YKa3bIBAIOT HA HEKOTO-
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PYIO 3aBUCHMOCTb MEXYy MACCOU TeJla HOBOPOXKACH-
HOTO ¥ KOJMYECTBOM HE()POHOB B MOYKAX, YTO BO3-
MOXXHO MMEET OTHOLICHHE K PAa3BUTHIO TUIEPPUIIb-
TpaLUHU B MEHBIIEM KOJIMYECTBE HEPPOHOB. DTO MO-
JKET BECTH K HapyIICHUIO QYHKIIMOHAIBHOTO IOoYey-
HOI'O pe3€pBa, pa3BUTHUIO TUIIEPTOHUH, CIIE0BATEIIb-
HO, IPUBOAMTH K PAa3BUTHIO Ie(DUIMTA POCTA, MACCHI
tena u UMT. [lpu nzyuennn pu3nueckoro pa3BuTHs
nerelt ¢ moboit nedponarueit, Bkmouas [IMP, neo0-
XOJIMMO YUMTBIBATh TapaMeTPhI MacChl TeNla IPU POXK-
JeHNH, QYHKIIMOHAJILHBIA MTOYeYHBII pe3epB elle 10
YBEJIMYEHHUs KOHUEHTPALUN KpeaTUHUHA, MOYEBUHBI
B CBIBOPOTKE KPOBH.

SAKJTIOMEHUE

1. IlpenyoskeHHbIe Z-0LEeHKN (PU3UIECKOro pa3Bu-
THSI TOBBIIAIOT 3P (HEeKTUBHOCTH aHAIN3a BBUY BBICO-
KOM 4yBCTBUTEIBHOCTH apaMETPUUECKUX METOJIOB K
BO3MO)KHBIM HEOJHOPOIHOCTSIM B BEIOOPKAX.

2. VY nereii ¢ [IMP ycranoBieHo oTcTaBaHue B po-
CTe, KOTOPOE 3aBUCHT OT TSKECTH 3a00JIeBaHUsI U ITPO-
IPECCUPYET C BO3PACTOM IIPU HAJIMYUU BBICOKOU CTe-
neHu pedurokca U peIoKCHON HeponaTHH.

3. Ilpu nanuuum IIMP BbIcOKOH cTeneHu BbIpa-
YKEHHOCTH Tpeo0iIaiano Yuciio 1eTel ¢ HU3KOoM mac-
coll Tena ¢ OoIbIIMM pa30poCcoM 3HAYCHUI.

4. Ilpu IIMP y nereit uHAEKC Macchl Tela yarle
HMMeJl HU3KHE 3HAaYECHHUsI 110 CPAaBHEHUIO C I10Ka3aTells-
MH 3{0pPOBOH IOIYJISILUH.
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EVIOMAPKEPBI PEHAJIBHOT O MMOPAXEHWA NP BPOXILAEHHbBIX
MOPOKAX PA3BUTVSA OPTAHOB MOYEBOW CUCTEMbI Y ETEW

A.A. Walkova, 1.V. Zorin, O.A. Sedashkina, Y.N. Kopylov, M.A. Belova,
L.A. Gaikova, V.N. Kuznetsova, A.V. Zorin, M.S. Repman, L.S. Zykova

BIOMARKERS OF RENAL DISEASE AT CONGENITAL MALFORMATION OF
URINARY SYSTEM IN CHILDREN

'Kacdenpa dakynsTeTckoin neamatpumn n 2kadeapa KnnmHU4eckon nabopaTopHon 1 dyHKUMOHaNbHOM anarHocTuk OpeHbyprckoin rocynap-
CTBEHHOI MeAMUMHCKOM akagemun; 2otaeneHme Hedpposorum MyHULMNanbHOM roOPOACKOM KnnHnyecko 6onbHuLbl Ne6, . OpeHbypr, Poccus.

PEDEPAT

LEJTb UCCJIELAOBAHUS — onTMU3npoBaTb PaHHIOW ANAarHOCTUKY nuenoHedpuTa y AeTell ¢ BPOXAEHHbIMY NopokamMm
pasBUTUS OpraHoB MoyeBol cuctemsl. [TALIMEHTBI M METO/bI. B ctaTbe NpencTaBieHbl pe3ysbTaThl KOMMIEKCHOrO N3y4eHus
(haKTOPOB prcKa 1 KIMHUKO-NapakINHUYECKMX 0COBEHHOCTEN NenoHedpuTay 240 feTer ¢ BPOXAEHHBIMM MOPOKaMu Pas3BUTHS
opraHoB Mo4yeBoi cuctemsbl (BMP OMC), a Takxe HOBble AlaHHble 00 YpOBHE opraHocneundunyeckmx GepmMeHToB HeTpasbHOM
a-rNoKo3uaasel U L-anaHmHamuHonentngasbsl B MOYe y AeTel C BPOXAEHHbIMY NMOPOKaMU OPraHoOB MOYEBOV CUCTEMbI U
60nbHbIX NMenoHedpuToM. PE3YJILTAThI. B naHHo rpynne 60/bHbIX NokasaHbl y aetel ¢ BIMP OMC nameHeHusi CTPYKTYpPHO-
GYHKUMOHANBbHOMO COCTOSIHMA MPOKCUManbHOro 1 AUCTaNIbHOrO OTAE0B KaHaNbLLEB NOYEK 1 nokasaTtesiell BHYyTPUNo4Ye4YHon
remMoguMHamMmumkn 0o ctagum MmaHudectaumm nuenoHedpputa. SAK/THOHYEHUE. TpuMmeHeHe yCOBEPLLUEHCTBOBAHHOM
LVarHoCTUKM nuenoHedputa no KOMMNAeKCy napaMmeTpoB CTPYKTYPHO-DYHKLUMOHANIbHOrO COCTOSHUS NoYeKk U pepmMeHTypumn
[aeT BO3MOXHOCTb MPOrHO31MpoBaTh Pa3BmTME NnenoHedpuTa, OCYLLECTBAATbL PAHHIO €ro ANArHOCTMKY M CBOEBPEMEHHYIO
npodunaktuky npu BMP OMC y neTteii.

Kniouesble cnoBa: I'II/IeJ'IOHe(pr/IT, BPOXAOEHHbIE NOPOKN Pa3BUTUA OpPraHoB MOYEBOW CUCTEMBI, AETU, ANArHOCTUKA.

ABSTRACT

AIM OF THE STUDY - to optimize early diagnostics of pyelonephritis at children with congenital malformation of urinary system.
PATIENTS AND METHODS. In article results of complex studying of risk factors and clinico-paraclinical features of pyelone-
phritis at 240 children with congenital malformation of urinary system, and also new data on level of organospecific enzymes
neutral a-glucosidase and L-alaninaminopeptidase in urine at children with congenital malformation of urinary system and
patients with pyelonephritis are presented. RESULTS. In this group of patients changes of a structurally functional condition of
proximal and distal tubules of kidneys and indicators of intrarenal haemodynamics to a stage of demonstration of pyelonephritis
are shown at children with congenital malformation of urinary system. CONCLUSION. Application of advanced diagnostics of
pyelonephritis on a complex of parameters of a structurally functional condition of kidneys and a fermenturiya gives the chance
to predict pyelonephritis development, to carry out its early diagnostics and timely prevention at congenital malformation of
urinary system at children.

Key words: pyelonephritis, congenital malformation of urinary system, children, diagnostics.

BBEOEHUE

B nocnennue necsituinerust ormeyaercs Hedaaro-
MPUATHAS TEHIEHIUS K POCTY B JCTCKON HOMYJISLIH
PEeLMINBUPYIOLIETO NnuenoHedputa, GopMupyroe-
rocs Ha (poHe BpOXKIeHHBIX TTOPOKOB pazsutus (BIIP)
opranoB moueBoit cucrembl (OMC) [1-5]. V nanuen-
ToB ¢ BIIP OMC coxpaHsieTcs BBICOKUN PUCK Pa3BU-
THUSI BTOPUYHO-CMOPIIEHHON TOYKU ¢ (POPMUPOBAHU-

Cepnamknna O.A. 460000, r. OpenoOypr, yia. CamonerHas, a. 198, k.97.
Ten.: 89228525632; dakc: 8 (3532) 75-36-06; E-mail: sedashkina.
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eM XPOHUYECKOU mouedHon HemocTarouHocTH (XI1TH)
Y CHIDKEHHEM KaueCcTBa KU3HU NAIEHTOB YXKe B JeT-
CKOM Bo3pacTe [6].

3HAYUTETHLHO BO3POCIIA OIS MAIIOMAaHU(DECTHRIX U
JIATEHTHBIX (POPM TeUeHMSI peHATEHOM NH(EKITNH, TIPO-
tekarorieit Ha pore BITP OMC u memud depentmupo-
BaHHOTO CHHPOMAa COCTUHUTEILHOTKAHHON INCIIIA-
sun (HCCTN) [6].

[ToaToMy ipobiema coBepIIeHCTBOBAHUS THATHO-
ctuku uenonedpura y gereii ¢ BIIP OMC sBisiercst
OITHOH M3 aKTyabHBIX B MEANATPUICCKON HEDPOypo-
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noruu. Bmecte ¢ TeM, KIIMHUYECKasi JUarHOCTUKA M0~
3BOJISIET CBOEBPEMEHHO BBISIBUTH HE Oosiee 25% 060:1b-
HBIX C BPOXKJIEHHOI naronoruei mouek [4, 7]. B cBs-
3H C 3TUM AKTYaJIbHBIM SIBJISICTCS] U3YUCHUE KIMHUYE-
CKUX OCOOCHHOCTEH nuenonedpura y nereit npu pas-
nnaHbIX anoMaussx OMC, a Takke pa3paboTKa CTaH-
JlapTa JMarHOCTUKH PAaHHUX CTaAWii mueaoHedpura y
nereit ¢ BIIP OMC [8]. Hecmotps Ha TO, 4TO B MO-
CJICJTHHE TOJIbI BEIyTCSI HHTCHCUBHBIE TOUCKH HH(DOP-
MaTHBHBIX KIIMHUKO-TA00paTOPHBIX MapKEPOB MTPHUCO-
enuHeHus nuenonedpura y nereit ¢ BIIP OMC, nan-
Hasi ipo0sieMa ocTaeTcs HepelleHHo# [7-9].

NMAUUEHTbBI U METOAbI

[IpoBeneHo KOMIJIEKCHOE KIMHUKO-MApaKJINHU-
yeckoe oOcnenosanue 270 nereid, n3 KoTopbix 160
oonbHbIX iuenoHedpuroM (ITH) ¢ o6cTpykTrBHOI (80)
n HeobcrpykrusHoi (80) popmotii, 80 mauuenros ¢ BITP
OMC 6e3 npHu3HAKOB MUKPOOHO-BOCTIAIUTEILHOTO
npouecca u 30 3M0poBBIX AeTel B Bo3pacte oT 1 1o
17 ner. Cpenuuii Bo3pact 6onbubix [1H Ha done BITP
OMC cocraBui 7,274+4,36 neT (COOTHOIIICHHE MaJIbUH-
KU: 1eBOUKH — 2,34:1); B rpymime O0JIbHBIX C HEOOCTPYK-
TUBHBIM TiHeNIoHeppuTOM — 6,745,73 (cooTHOIICHHE
MaJIBIHMKK: 1eBoukH — 2,08:1); B rpymie nereii ¢ BITP
OMC 6e3 npHu3HAKOB MUKPOOHO-BOCTIAIUTEIEHOTO
rporecca — 8+7,32 (COOTHOILICHUE MAITBYUKH: JIEBOY-
ku — 0,54:1). lmurenbHOCTh 3a00neBanus [1H Gonee 6
set —38%, ot 4 10 6 et —25%, 1o 4 net —37% nerew.
CpaBHUBaeMble IPYNITbI PaHAOMU3UPOBAHBI 110 OCHOB-
HBIM MoKa3arensiM. OTOop aeTeit Bo BCe rpyIbl Mpo-
BOJIWJICS. METOJIOM CITy4aifHOUW OSCIOBTOPHOM BBIOOP-
ku. Kpurepuu Brmouenus: netu ¢ BIIP OMC, mauu-
eHTsl ¢ nuenonedpurom Ha pone BIIP OMC u ¢ nue-
noHedpuToM Ha GoHe AUCMETaOOIHMYECKUX Hapylie-
Huii. Kputepun HCKITIOueHNS : ITIOMepYyIOHePUT, aMu-
JIOUJ103 MTOYEK, TTOJTMKUCTO3, OIYXOJIH TIOYEK.

Bcewm netsM npoBeneHo MojiHoe KOMIUIEKCHOE He-
(pornoruueckoe 1 yposorudeckoe oocie0BaHme, aHa-
JIN3 MEIULUMHCKON AoKyMmeHTauuu 3a 1999-2007 rr.
(ucropuu pa3BUTHS HOBOPOXKICHHBIX, (hopma 097/y),
W3BElICHUsS Ha peOEHKa C BPOXKICHHBIMUA NOPOKAMH
pasButus (popma 025-11/y), uctopun Gone3Hu ne-
teit (popma Ne003/y), amOymnatopusie kapThl (pop-
Ma Nell12). @yHKIMOHATBHOE COCTOSIHHE TIOUEK OlLie-
HUBAJIH 110 pe3yJIbTaTaM KOMIUIEKCHBIX CTaHAaPTHBIX
HCCIIEOBAHUN.

B kauecTtBe Mapkepa HOBPEkKACHHUs MPOKCUMAIIb-
HBIX KaHaJblLEB ONpeessiiach aKkTUBHOCTb opra-
Hocneunduyeckux (pepMeHTOB B Moue (HEHTpalb-
HOM O-IJIFOKO3HM1A3bl, Y-TIyTaMUITPaHCIEITHIA3bI,
L-anannnamunonenTtuaassl). Jns ynaneHust ”Hruou-
TOpPOB Moy, coOpaHHYI0 B TeueHue | 4, Hemocpen-

CTBEHHO TIOCJIC MOJYYECHHS IHUATN30BalId MPOTUB
25 mMomnb NaCl, cogepxxamiero 1 MMons OJITA (pH
6,7) B Teuenue 24 4 npu 4°C.

AKTUBHOCTbh HEUTpaJdbHOU o-Ir0K0o3uaa3el (KO
3.2.1.20) Mouu M3MeEpsIN MO CKOPOCTH 00pa3oBa-
HUS TIIOKO3bI M3 MaJIbTO3bl M BBIPAYKAIH B MHKPO-
MOJISIX pacrnaBiieiics MaybTo3bl 3a 1 4. KoHueHtpa-
LUIO [JTFOKO3bI OMPEACISITH [IFOKO300KCHIa3HbIM Me-
TOZOM C HCIIONIb30BaHHEM Habopa peareHToB «HoBo-
ok («Bekrop-bect», r. HoBocubupck). Onpenerne-
HHe y-miyTamuitpancnentuaassl (KO 2.3.2.2) nposo-
JIMJTH KHHETUYECKUM METOIOM C UCTIOJIb30BaHNEM Ha-
6opa peaktuBoB «Gamma-GT FSy» ¢upmsr «DiaSys»
(I'epmanust). AKTHBHOCTB L-alaHMHAMHHOIIETITHAA3bI
(K® 3.4.1.2) u3mepsiii KHHETHYECKUM (POTOMETpHUYEe-
CKHUM METOJIOM C UCIIOJIb30BaHUEM peakTHBOB «CHr-
ma» (CLLA). AKTUBHOCTB BceX (pepMEHTOB OTHECEHA
K | MMonb KpeaTHUHa MouH. MccnenoBanus mpoBo-
JUIHCh Ha mporpammupyemom dortomerpe «Crar-
DAKC» (CHIA), criektpodorometpe «CD-2000buo»
(Poccust), momyaBTOMaTHUECKOM aHAIU3aTOPe MOYH
«Ypumoke» (Roche, [setinapus).

Huarnoctuxa BIIP OMC, a Takxe HapyueHui
YPOOMHAMUKH MTPOBOAMIIMCH TI0 TaHHBIM KOMILIEKCA
MCCIIeI0OBaHUM, BKIIOUAIOIINX dXOTrpaguyecKue, mpo-
Be/ICHHE BHYTPUBEHHON 3KCKPETOPHOH yporpaduu u
MUKLIUOHHOW LHUCTOypeTporpaduu mo ooumenpuHs-
ToW MeToauke. Becem aersim mpoBeneHa ypoanHaMu-
YyecKasi AMarHOCTUKA, 110 MOKAa3aHUSIM — IUCTOCKOITHSL.

[TpoBenena oueHka MOpP(HOMETPUUECKHUX TTOKa3a-
TeJIel TIOYeK U COCTOSHUSI TEMOANHAMHKH — C TIOMO-
b0 Y3-AyIIIEKCHOTO CKaHUPOBaHUS TIOUEUHBIX ap-
TEPHiA C UCIIOIB30BaHIEM UMITYJILCHO-BOJIHOBOTO JIOTI-
TUIEPOBCKOTO PeXMMa U B PeKMME IIBETHOTO JIOMILIIe-
posckoro kapruposanus (LI/IK) ¢ namepennem max-
CUMaJbHOM U MUHUMAJIbHOU CKOPOCTEH KPOBOTOKA,
MHJIeKca pe3ucTuBHOCTH (anmapar «Gateway» Qup-
MBI «Diasonik Sonotrony).

Junamuueckas HehpocuUHTHTpadus MPOBOAUIACH
C INIOMEPYJIOTPOIHBIM U TyOyIOTPOIHBIM IPETIapaToMm,
MeueHHBIM 99mTc-nenTaTex Ha CUMHTUIUISIIMOHHOM
y-xkamepe «MB-9200» («['amma», Benrpust), coenu-
HEHHOM ¢ KOMIIBIOTEPHOH cucTemMoii cbopa u o0Opa-
6oTku gaHHbIX 110 nporpamme SCINTIPRO-2, peru-
CTpUpYIOLIeH aHrnorpaduueckue, peHorpapuyecKue
U CIMHTHUrpaduuecKkrue nokazaTean QyHKIHN MOYEK.
[Tpoananu3upoBaHbl CIEAYIONINE TOKA3ATENIN: BPEMSI
MaKCHMaJIbHOT'O HaKOIUICHHS (C), MaKCUMallbHasl aK-
TUBHOCTH (c00/c), CpenHssl CKOPOCTb MPOXOXKICHHS
P®IT gepes cocymucroe pycio (cob/c), OTHOIICHUE
CPeIHUX CKOpOCTei 00enx movek (BKJIAJ B CyMMap-
HYIO CKOPOCTb, %), OTHOIIEHHE MAKCUMAIbHON aKTHB-
HOCTH 00€HX Iouek (BKJa B 00Iee HaKoIIeHUE, %0).
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PE3YJIbTATbI

MOHUTOPHUHT BPOXKICHHBIX TIOPOKOB Pa3BUTHUS OP-
ranoB MoueBoii cucteMsl (BITP OMC) y nereit OpeH-
Oyprckoro peruona (1997-2009 rr.) BbIsSIBHII, 4TO
BIIP OMC cpenu Bcex BIIP cocrasmsirot 8,6—8,8%.
B ctpykrype BIIP OMC, ocinoXHEHHBIX MHEJNO-
HepHUTOM, Mpeodiianan BpOXKICHHBIA THIPOHEDPO3
(40,9+4,6%), yneoenue noyek u YJIC (30,4+4,3%),
[IMP (23,5+3,5%), poramus nouex (14,843,3%) u ux
COYeTaHMs ¢ HEMPOTeHHON AUCPYHKIUEH MOYEBOTO
y3bipst (27,643,6%) u HequddepeHIrpoBaHHBIM CHH-
JIPOMOM COeTUHUTEIbHOTKaHHOM auctiazuu (100%).

Anomamnu OMC y 37,5% neteit BBISIBICHBI IPH
Y3U-mounutopunre BIIP, B ToMm dnciie B aHTeHATalb-
HoM niepuozie y 17,5% (n=14) nereii. B pannem moct-
HataigpHOM nepuose BITP OMC BeusiBienst y 20% ne-
Tel. Y kaxoro yerBeproro (26%) pedeHka B mocie-
nytomue rogasl BIIP OMC BbisiBieHsI ciay4aiiHo, y
74% neteli — ipu 0OPAIIICHUH B JICTCKYIO TOJUKIMHH-
Ky TI0 1ToBOy 0oJieii B )KUBOTE, MPHCOCTUHEHUS MO-
YEeBOTO CHHJPOMA.

[Ipu uenenanpaBieHHOM 00CIIEIOBAHUH YCTAHOB-
JICHO, 4TO ITesioHnepuT y netei yare (66,1%) pa3su-
Baetcst Ha poHe BIIP OMC ¢ Hapymienuem ypoanHa-
MHKH, IPe0dIaJaHeM OTHOCTOpoHHEH (62,5%) umn
nBycTtoponHei (37,5%) nokanuzanuu: BpOKJIEHHOTO
rugporedposa (52,5%), [IMP (36%), meranoyperepa
(15%) u ux coueranus ¢ HJIMII no runopeduiektop-
nomy tuty (27,5%).

Cpenu nereit ¢ BIIP OMC 6e3 BoCcHamuTeIbHBIX
3a00JIeBaHUI MTOYEK Yallle BCTPEUaIUCh TTOPOKH ITOYEK
OTHOCTOPOHHEH ToKamm3auu (95%, n=76) B Bujie He-
MIOJTHOTO YIBOCHUSI TIOUKHU MJIH YallleYHO-JIOXaHOYHOM
cucreMbl (60%), nmoakoBooOpasHoii mouku (15%),
MOSICHUYHO-TIOAB3IOIIHON auctonuu nodku (10%),
€IMHCTBEHHOM TMOUYKHU C KOoJulaTepalibHOW areHe3uei
(10%), pexe — IByCTOPOHHSAS MaTOJOTHs B BUJIE HE-
MIOJIHOTO yIBOEHUs 06eux mouek (5%, n=4).

JlokazaHO MPOTHOCTUYECKOE 3HAYCHUE JTOCTOBEP-
HO 3HaYUMBIX (DPAKTOPOB MEAMKO-OMOIOTHYECKOTO
aHaMHe3a B BO3HMKHOBEHHH XPOHHYECKOTO IHE-
noHe(dpura y nereir. Tak, HacaeACTBEHHAs TPEJ-
PacIoNOXKEHHOCTh MO marosoruu mouek (93+1,6%:;
OP=1,96; AP=45,59%; OllI=14,85; UI1=2,19; 95%
JAN 0,90-0,96); oTsaromeHHbI aKylmepcKuii aHam-
HE3 — POXJICHHUE JieTel oT 5-u u Oonee GepeMeHHO-
creit (100%; OP=1,58; AP=36,53; Ull=2,74), na-
nnuue "Hepponaruu (100%; OP=1,53; AP=34,78;
UII=2,88), marosoruyueckoe TeueHrne OepeMeHHOCTH 1
ponos (72,11+£0,03%; OP=1,15; AP=9,62; OllI=1,55;
Ull=10,4; 95% AU 0,66—-0,78), Hanudre aHEMUHU BO
Bpems 6epemennoctu (73,75+0,03%; OP=5,82; 95%
AU 0,68-0,79), Hebnaronoaydne HEOHATATHLHOTO TIe-
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puona — HenpoHomeHHOCTh (97,67+£0,01%; OP=1,63;
AP=37,78; Ol11=28,12; YI1=2,65; 95% AU 0,96—1,0),
3ajiep)KKa BHYTpUyTpoOHOoro paszsutus (97,5+0,02%;
OP=1,63; AP=37,78; OlllI=28,12; UI1=2,65; 95% AU
0,96-1,0), Hu3kas Macca tena npu poxaeauu (100%;
OP=1,56; AP=35,71; Ull=2,8) y peOcHKa SIBIISIOTCS
CTaTUCTUYECKH M KIMHUYECKH 3HAYMMbIMHU (aKTopa-
MU PUCKa B OTHOLIEHUH BEPOSITHOCTH PA3BUTHUS XPO-
HUYECKOTo MuesoHepura.

V Bcex Oonbubix [IH Ha ¢one BITP OMC BoLsiB-
ned HCCTJ (100%). YcraHoBieHa IOCTOBEPHO 00-
Jiee BBICOKAsl 4acTOTa Pa3IMYHbIX (OPM JAUCIIIA3UH y
00JIBHBIX ¢ 00CTPYKTHBHBIM THenoHedpuToM (100%),
y neteii ¢ BIIP OMC 6e3 npu3HakoB peHaJILHOTO BOC-
nanenus (72,5%) 1o cpaBHEHUIO C JETbMH C HE0O-
CTPYKTHBHBIM nuenoHepputom (28,75%, p<0,001).
VYpoBeHb CTUTMaTU3aluu cOCcTaBuia 7,5 OaioB u 60-
nee (BBICOKHI) 110 BHELIHUM MPU3HAKaM MaJIbIX aHO-
MaJjui pa3BUTUSL.

Teuenne nuenonedputa y aereit ¢ BIIP OMC 3a-
BUCEIIO OT CTENEHH HAapyLICHUs] yPOAUHAMUKH H Xa-
pakTepusoBaioch peunauBupyomum (53,8%) u
HenpepbiBHO-peunauBupytomumM (10%) tedenuem.
Je6rot nuenonedpura y 48,75% y nauuentos ¢ BITP
OMC c Hapy1IeHHEM YPOJUHAMUKHN PETHCTPUPOBAIICS
B Bo3pacte 10 3 jet, y 41% nereit — crapue 3 net. ¥
52% GO0NBHBIX U3MEHEHHUS B MOUE BBISIBIICHBI CITyYaii-
HO (TIp¥ TPO(UIIAKTHUECKUX OCMOTPaXx, Mepe MpoBe-
JIeHWEM BaKIMHAIMU, IPH 00CIeJOBAHUHU IO ITOBOLY
Jpyroro 3a0oseBanust). B kinnHu4eckoi kapTHHe nue-
nonedputa Ha pone BITP OMC ormeuanuce Hecreu-
npHUUECKre CUMITOMBI: XPOHUYECKasi HHTOKCUKALHS
(60%), permauBupyromme 6oy B xkuBote (53,8%),
MUKIHOHHbIE Hapymenus (46,3%), MbliedHas cra-
0octh (28,8%), pexe MmonoKUTEeIbHbIA cumMnToM [1a-
crepHankoro (25%), noseimenue AJl (12,5%), nactos-
HOCTB BeK 110 yTpaM (6%). Y 52% nereii ¢ nuenoned-
putoM Ha ¢pone BITP OMC BbisiBIeHO qucrapMOHUY-
Hoe (puznveckoe pazBUTHE C ACPULIUTOM MACCHI TeJIa.

MoueBoil CHHAPOM SIBISIJICS TUIHUYHBIM JJIS
MHUKPOOHO-BOCHAIUTEIBHOTO PEHAIBHOTO MOpaXKe-
HUsl (OakTepuypus, JTEHKOUUTYpHs). MUKpPONIpOTEH-
HYpHsI PErUCTPHPOBaIach Yalle y MalUueHTOB C IH-
enonedpurom Ha pone BITP OMC (21,25 %, n=17)
u 'y 6onbubix [TH Ha done aucmerabonnyeckux Ha-
pymennii (JIH) (1,25%, n=1) o cpaBHEHUIO C JETh-
mu ¢ BIIP OMC 6e3 nmpu3HakoB peHaIbLHOTO BOCIIa-
nenwust (p<0,01).

AHaiu3 pe3ysbTaToB CPaBHUTEIBHOTO YIIBTPa3By-
koBoro uccienoBanuss OMC BBISIBUII OTIMYUS CTPYK-
TYPHBIX U3MEHEHUH MoueK y OOJIbHBIX MUeIoHeppu-
toMm Ha ¢one BIIP OMC u gereit ¢ BIIP OMC 6e3
NPU3HAKOB MUKPOOHO-BOCTIAIHUTEIBHOTO MpOLEec-
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ca: npu nuejoHeppure — HOKaIbHOE UCTOHYCHUE
MOYECYHOU MapeHXUMBbl B COYECTAaHHH C HapyLICHUEM
KOPTUKO-MEYIUTApHOH anu(depeHIIMPOBKH, TUTIEPd-
XOT€HHOCTBIO MapEeHXUMbBI U 00CTHEHHEM pEHallb-
HOTo KpoBoTOKa (76,2%), yMeHbIIIEHHEM JTMHEHHBIX
pasmMepoB H 00beMa MOYKH Ha CTOPOHE MOPAKEHHUSI
(75,4%), HEpOBHOCTHIO KOHTYPOB Touku (53,4%). YV
6onbHBIX [TH Ha pone JIH vanie peructpupyrorcst u3-
MEHEHHsI KOPKOBOTO M MO3TOBOT'O CJIOEB B BUJIE YBEIIH-
YEeHUs DXOTEHHOCTH M HapylleHus Tu(pepeHnnpos-
ku. Y Bcex manueHtoB ¢ BIIP OMC 6e3 mpu3HakoB
MHUKPOOHO-BOCTIAJIUTENBHOTO MpoIecca Py yIbTpa-
3ByKOBOM uccienoBanun OMC oOHapy KeHbI POBHBIE
KOHTYpPBI U HOpMaJlbHasi 9XOT€HHOCTh TKaHW OpraHa,
qarie (30,43+4,29%) yBenuueHHas JOXaHKA U Yaley-
Kku 0e3 MPU3HAKOB MX JedopManni, HeM3MEHEHHOE
COOTHOIICHHUE TUIOIIAN YalleqYHO-JIOXaHOYHOH CH-
CTEMBI K III0Iaau nouku. Y 46,6% o6oasueix ITH na
¢done BITP OMC He HaiiieHbl pEHTT€HOJIOTHYECKHE
MPU3HAKU CTPYKTYPHBIX H3MEHEHHH TIOYEK 110 JAHHBIM
yporpaduu, rpu 3toM y 100% 3Tux OOJIbHBIX BbISB-
JICHBI CTPYKTYPHBIE M3MEHEHHSI [TOYEK 110 IAHHBIM He-
dbpocuuHTHrpaduu.

AHanu3 pe3yabTaToB UMITYJILCHOM TOTIUIEpOrpa-
¢un mokazan, ytro y 6onpHbIX [TH mocToBepHO CHIKE-
HBI CKOPOCTHBIE ITOKa3aTe ! [ MaKCHMalbHast CACTOJIH-
gyeckast ckopocTh (p<0,05), MUHIMAaIbHAST TUACTON-
geckast ckopocTh (p<0,05) 1 MHAEKC PE3UCTEHTHOCTH
(p<0,001) o cpaBuenuto ¢ aerbmu ¢ BITP OMC 6e3
MIPU3HAKOB PEHAIBHOTO BOCMAIEeHHUs, puc. 1].

Haubonee nHpOpMaTUBHBIM JIJIsI TUATHOCTHKH Ha-
PYUICHUI BHYTPUIIOUYEYHON TeMOAMHAMHKH Y OOJIb-
HbIX [TH sABiIsieTCsS CHU>XKEHHE TOKAa3aTellsl JUACTOIIN-
yeckoi ckopoctu (Vd=5,94+0,99 mm/c), Torna kak y
neteii ¢ BIIP OMC He ornuuaeTcsi OT HOpMaIbHOU
—Vd=10,6=1,78 mm/c (p<0,05). CHI>KeHUE HHTCHCHB-
HOCTH ITOTOKA B JUACTOIY, Ka4eCTBEHHBIE N3MEHEHUSI
(hOpMBI KPOBOTOKA CBUJICTENILCTBYIOT O BBIPAYKEHHOM

MHUKpPOAHTHONIATHH, B TOM YKCIIE Y TTAIEHTOB 0e3 KJIU-
HUYecKuX npusHakoB Hedpomnaruu. [Ipu ITH Ha pone
JH oTMeueHo cHMKEHUE MaKCUMalbHOM CUCTOINYE-
ckoif ckopoctu (Vs) B 50+9,1% (n=40) cinyuaes, mpu
nmuenonedpute Ha Gore BIIP OMC — B 71,25+4,2%
(n=57) ciyuaes, y nereii ¢ BIIP OMC 6e3 npu3HakoB
PEHAIBHOTO BOCHAJICHHS CHU)KEHHE V'S PerHCcTpHpO-
Banock y 8,75£3,2% (n=7, p<0,001).

Y 6onbHBIX ¢ uenonedputom Ha pone BITP OMC
u Ha one /IH mocToBepHO yarie BCTpeyaiuch Hapy-
menus nokazareneit Y3U B pexxume LIJIK: acumme-
TpHsi reMoinHaMU4ecKuXx rmokasareseit (100 u 81,25%
COOTBETCTBEHHO), TU(PPy3HOE 0O0CTHCHNE BACKYIISIPH-
3anuu novek (86,25 u 78,75%), TypOyJIeHTHOCTB KO-
BoTOKa (66,25 u 45%), nokanus peIKkux, NCTOHYEH-
HBIX 1 iehopMupoBaHHBIX cocyaoB (38,75 u 30%) mo
cpaBHeHuto ¢ ietbmu ¢ BITP OMC 6e3 npu3HakoB pe-
HajpHOTO Bocnanenus (8,75; 8,75; 4,4; 0%, p<0,001).

JoxkazaHo, uto y Bcex 6onpHbIX ¢ [TH npu yBenu-
YEHUH JUTUTEIHLHOCTH 3a00JIEBaHUS M BIUSHUHM KOM-
TUIEKCa TeMOJJMHAMHUUECKUX (aKTOPOB (aCHMMETPHS
TeMOJIMHAMUKHU, 04aroBoe wiu AudQy3Hoe oOeaHe-
HHUE WHTPapEeHaIBLHOTO COCYAMCTOrO PUCYHKA 32 CYET
YMEHBIICHUS HJIH OTCYTCTBHUS MEJIKHX BETBEH CErMEH-
TapHBIX apTepHid, TYpOyJICHTHOCTh KPOBOTOKA, JIOKa-
sl PEJIKUX, NCTOHUCHHBIX U 1e()OPMHPOBAHHBIX CO-
CYJIOB) HapacTaJia BEIPAXKCHHOCTh (DYHKIIMOHAIBHBIX
HapyLIEHUH MOYEK.

[To nuTepaTypHBIM JaHHBIM M3BECTHO, YTO Oolee
30 ¢epMeHTOB, BBIJCISIOMINXCS C MOUYOM, JIOKAJIN30-
BaHbl B MPOKCHMAJIBHOM OT/IEJIC KaHAIBIEBOTO all-
napara [10, 11]. dpyrue otaenst (news [enne, muc-
TaJbHBIN OTEN KaHANBIIEB, COOMpPATEIbHBIC TPYOKHU)
coJiepKaT MEHbIIIee KoJIrnuecTBO epmenToB [12, 13].

HccnenoBanust, n3yvaroniue GepMEeHTHBIH CIIEKTP
MOYH MPY THETOHEPPUTE, HEMHOTOUUCIICHHBI U BECh-
Ma IMPOTUBOPEUMBLL. B cOBpeMeHHOM tuTeparype AaH-
HBIE TI0 (PePMEHTYPHH KaHAIBIIEBOTO THUTIA Y OOJILHBIX
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¢ BITP OMC 6e3 npu3HaKkoB peHaIBLHOTO BOCHAICHHS
HaMU HE Hali/IeHBbI.

XapakTepucTUKa U3MEHEHUH ()epMEHTHOTO CIIeK-
Tpa MOYM C OOJIbLIEH JTOCTOBEPHOCTHIO TMO3BOJISIET
OIpEeNEINTh YPOBEHb, CTENIEHb U XapaKTep Mopaxe-
HUS TIOYEK, a TaKkke MX (QYHKUHMOHAIbHBIE BO3MOXK-
Hoctu [14-18].

Hamu n3yueH ypoBeHb aKTMBHOCTH HEHTpajb-
HOH 0-INIIOKO3UAA3bl, Y-TIIyTaMUITPAHCIENTHIA3HI,
L-anannHaMuHONENTHAA3bl B MOYE M UX B3aHMMOC-
BA3b C KIIMHUKO-TTAPaKIMHNYECKUMU IIOKA3aTEeIsIMH Y
270 nereii B Bo3zpacte oT 1 1o 17 neT, u3 kotopsix 160
oonbubIx [TH ¢ 00cTpyKTHBHOI (HA POHE BPOXKICHHBIX
IIOPOKOB pa3BUTHUSL OPraHOB MOUY€BOM cucTembl, BITP
OMC) — 80 u HeoOcTpykTHUBHOI (Ha one J[H) — 80
¢dopmoii. [pynmy cpaBHeHus coctaBuian 80 nmauueH-
ToB ¢ BIIP OMC 0e3 npu3HakoB peHaNIbHOTO BOCIIA-
JIEHHsI TOro ke Bo3pacTa. KoHTponpHyI0 rpyminy co-
ctaBuii 30 yCIIOBHO 37J0POBBIX I€TEH, COTOCTABUMBIX
o Bo3pacty u nomy. /lyist onpezneneHns: He0OX0IUMO-
CTH B MPEIBAPUTEIHHON OUYHUCTKE MOYM OT HU3KOMO-
JIEKYJISIPHBIX THTHOUTOPOB IpH nuenonedpure u BITP
OMC 6e3 npu3HAKOB PEHAJILHOTO BOCTIAJICHUS MBI M3~
YUWIIM aKTUBHOCTH ()epMEHTOB B HATUBHOM U WA~
30BaHHON Moue. Pe3ynbTaTbl akTHBHOCTH HEHTpaib-
HOH 0-IVIIOKO3UAA3bl, Y-TIIyTaMUITPAHCIENTHIA3HI,
L-anannHamMuHONIENTHa3bl B HATUBHOW M JAMAIU30-
BaHHOH MoO4Ye NMPH AaHHBIX 3200JIEBAaHUAX JTOCTOBEP-
HO HE Pa3JINYaIUCh.

O6cnenoBana rpynmna 6onsHbIX [TH 1 nereii ¢ BITP
OMC 6e3 npHu3HAKOB MUKPOOHO-BOCTIAIUTEILHOTO
npouecca (rpynnsl cpaBHeHHs). OnpeeneHsl HOp-
MaTUBBl aKTUBHOCTH ()EpPMEHTOB B MO4YE B IpyI-
Ile YCJIIOBHO 3JJ0pPOBBIX JeTeil B Bo3pacte oT 0 a0
17 ner: HeWTpanbHOH O-TIIIOKO3MAA3bl (B BO3pacTe
no 7 ner — 25,20+1,76, crapue 7 netr — 16,77+1,64
MKMOJIb MaJIBTO3BI/MMOJIb KpeaTuHUHa B 1 ), ax-
TUBHOCTb HEUTPAJIbHON 0-IIIIOKO3Ua3bl B MOUE OKa-
3ajach JOCTOBEPHO BHINIE y AeTeH B BO3pacTe A0
7 net (25,20+1,76 MKMOIb MaJIbTO3bI/MMOJIb Kpe-
aTuHUHA B | 4) Mo cpaBHEHMIO ¢ 0ojiee CTapIIMMHU
netbmu (16,77+1,64 MKMOJIb MaJIBTO3bI/MMOJTb Kpe-
aTuHHUHA B 1 u). Pasnuuuil ypoBHs HeWTpaibHON
0-TJIFOKO3H/1a3b1 MOYH B 3aBUCUMOCTH OT I10J1a HE BBI-
siBiieHo; L-anannnamunonentuaassl (0,97+0,12 vrar/
MOJIb KpEaTHHHUHA); Y-TJIyTaMIJITPAHCIIENITH 1a3bl
(2,7+0,89 En/monb xpeatununa) (tabdm. 1).

[Ipu cpaBHUTEIBHOM aHaU3€e YPOBHS (EpPMEHTY-
pun y 6onbHbIX [TH, neteit ¢ BITP OMC 6e3 npusna-
KOB MHUKPOOHO-BOCTIAIUTENILHOTO ITpoLiecca U 30po-
BBIX JIeTE€Hl BBIABIEHB! pa3jMuus B CIIEKTpPE IOKa3a-
Tesiell epMEHTOB, CBUAETEIBCTBYIOIUE O MOBPEK-
JICHUU TIOYEYHBIX KJIETOK U HApYLICHUH TYOYISIPHBIX
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HopmaTtuebl akTUBHOCTU PEPMEHTOB
B Moue y aetein

3noposble aetn (n=30)
depmMeHTbl MouKn

[no7ner | crapwe 7 net
HenTtpanbHas a-rnoko3ungasa 25,20+1,76* | 16,77+1,64
(MKMOJIb ManbTO3bl/MMOJIb Kpea-
TUHUHA B 14)
L-anaHnHammnHonenTuaasa 0,97+0,12
(HKaT/MONb KPeaTUHMHA)
y-rmyTamMunTpaHcnenTnaasa 2,7%0,8
(En/monb kpeaTuHuHa)

(GyHKIMIA B 3aBUCUMOCTH OT aKTUBHOCTH MHEIOHE]-
PUTHUYECKOTO TpOIlecca U COCTOSIHUS YPOIUHAMUKH.

VYcranoieHo, 4To B aktuBHy ¢azy [TH (00-
CTPYKTUBHOT'O M HEOOCTPYKTHUBHOTO) Habiroa-
eTCsl TOBBIIIEHNE YPOBHS (EPMEHTOB B MOYE:
HehTpalibHOU o-riaroko3uaassl (100,04+£3,12) u
y-rmyTamunTpascnentuaassl (3,44+2,19) no cpas-
HeHuto ¢ namuentamu ¢ BIIP OMC 6e3 npu3HakoB
penanbHoro Bocmanenus (31,74+5,28 u 1,87+0,9),
oonpabiME [TH B HeakTuBHYIO (hasy 3abosieBaHus (C
BITP OMC — 21,88+3,53 u 0,36+0,14 u IIH ¢ IH
—21,56%6,51 u 1,52+0,78) u 310pOBBIMH JE€THbMU
(16,77+1,64 u 2,7+0,89), p <0,05. [loBbImieHHE aK-
TUBHOCTH ()epPMEHTOB (HEUTPaTBbHOH O-[JTFOKO3U1a3bI
U Y-IIIyTaMUITpaHcnenTuaassl) y 0onpHbx [TH B ak-
TUBHYIO (pa3y KOppelupoBallo cO CTENEHbIO JIEHKO-
uutypuu (r=0,8 u r=0,67 cooTrBeTcTBeHHO, p < 0,05).

[Tpu ananuze mokaszareneil akTUBHOCTH (pepMeH-
ToB y OonbHBIX [IH B HeakTuBHYIO a3y B 3aBHCHU-
MOCTH OT COCTOSIHUS YPOJMHAMHKH YCTaHOBIIEHO,
yto 1ipu I1H ¢ HapylIeHHON ypOJUHAMUKON YPOBEHD
y-rnytamunTpancnentuaassl (0,49+0,21) B moue j0-
CTOBEPHO BbIILIE IO cpaBHEHUIO ¢ OonpHBIMU [TH ¢ co-
xpaHHoi yponunamukoii (0,18+0,05, p < 0,05), uto
yKa3bIBaeT B MEPBYIO OoUYepe/ib Ha MOBPEXKICHHUE LIIe-
TOYHON KalMbl DIUTENUS POKCUMAJIBHBIX KaHAJIb-
ues [19] (puc. 2).

BrisiBieHO NOBBIIIIEHNE YPOBHS (DEPMEHTOB Y Jie-
teit ¢ BIIP OMC 06e3 npu3HakoB peHaJIbLHOIO BOC-
MAJIEHUS: YPOBEHb HEUTPAIBHOU O-TIOKO3UA3bI
(33,6+4,5) u L-anannnamunonentuaassl (2,73+1,2)
JIOCTOBEPHO BBIIIIE 10 CPABHEHHIO CO 3[0POBBIMHU JETh-
mu (16,77+1,64 1 0,97+0,12 cootBeTcTBEeHHO, p<0,05).

AKTHBHOCTb Y-IIIyTaMUJITPAHCIIENITHAA3bl B MOUE
y nereii ¢ BIIP OMC 6e3 npu3HakoB peHaIbHOTO BOC-
MAJICHUs] UMEET TeHJISHIIUIO K moBbimeHuto (3,1£1,7;
p>0,05) (puc. 3). YcranoBieHO, YTO y OOJBHBIX C
BITP OMC 6e3 MukpoOHO-BOCIIATUTEIBLHOTO TPO-
[ecca aKTUBHOCTHh HEUTpaJbHOM O-IIIIOKO3UAA3BI
(33,6+4,5), L-ananmnamunonentuaassl (2,73+1,09)
U y-DIIyTaMuITpaHcnenTuaassl B moue (3,1+1,7) mo-
CTOBEPHO BBIIIIE O CpaBHEHUIO ¢ OonbHbIMY [TH B He-
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PEHAIILHOTO BOCTIAJICHUS ¥ TPYIITE
310poBbIX aerel (p<0,001), u ipo-
IPECCUBHO CHIIKAJIOCH C YBEJIHYE-

HHUEM JJINTCIIBHOCTHU 3360J’ICBaHI/I$l,
YTO YKa3bIBA€T Ha IMOBBLIINICHHOC

BbIIesieHre H ™-1MOHOB y O0IbHBIX
nuenonegputom. KoHuentpauus

a30Ta aMMOHUIHBIX COJIEH B MOYE
(Mr/i1), oTHECEHHAs K | MMOJITb Kpe-
aTWHUHA, ObLJIa MOBBINIEHA Y OOJIb-

HBIX MMHENOHEYPHUTOM C JUTUTEITh-
HOCTBIO 3a001eBanus Ooiee 3 JIeT,
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Puc. 2. Xapaktepucturka depmeHTypun y 60mbHbIX [MH 1 geTei ¢ BpoXAEHHbIMY NOpPOKa-
MW OPraHOB MOYEBOM CUCTEMBI. * Pa3ninyuns No CPaBHEHUIO C FPYNMov 340POBbIX AETEN

(p<0,05, p <0,001).

4TO CBUJCTEIBCTBYET 00 yBEIH-
YEHHON SKCKPEUMU aMMOHHUIHBIX
coJieii ¢ Mmouoii (puc. 4).

B rpynmne GonbHbIX 0e3 MH-
kpoansOymunypuu (MAY) niu-
TEJIBHOCTh 3a00JICBAHUS COCTABU-
na 3,56+0,31 roxa, B rpyre 00ib-
HbIX ¢ MAY 10CTOBEPHO BBIIIE —
6,73%1,41 rona (p<0,05). Bo3pact
neteit B rpynne ¢ MAY konebai-
csa ot 10 mo 16 ner (13,540,5 ner),
YTO CBUJICTENIBCTBYET O IMpeodia-
naaud MAY -craauu nueinoHeppu-

BMP OMC

3paopoBble aetn

45
34,6

Ta y OONBHBIX TIpe- U IyOepTaTHOro
Bo3pacTa. [loBbIlIeHNe aKTUBHOCTH

40

oprasocrienupuieckoro GpepmeH-
Ta HEUTPAJbHOU O-IIIMKO3W1a3bl

35
30

(25,36+5,67) B Moue 6oabHBIX [TH

25

HaOJI0aI0Ch KaK B IPyIIIIE AeTel ¢
MAY, Tak u y naunento 6e3 MAY

(23,3443,46). Hannblii dpaxt cBuze-

20

TEJILCTBYET O TOM, YTO y OOJBHBIX
[1H, npu3Haku noBpexkaeHuUs TyOy-

15

JIAPHOT'O SIIUTECINA NPEAIICCTBYIOT

10

nosiBnenuto MAY, a pepmenT neii-
TpajbHas O-ITTMKO3KM1a3a MOYH SIB-

5

0 - AOMC

[ | HenTpanbHas o-rnoko3naasa

3n0poBble AeTn Ao 7 net

Puc. 3. MNokazatenu depmeHTypumn y aeteii ¢ BMIP OMC 6e3 npr3HakoB MUKPOOHO-
BOCMa/IMTENBbHOIO NpoLLecca. * pa3nnyma OCTOBEPHbI MO CPABHEHMIO CO 340POBLIMU
neteMun (p<0,001); " pasnmunsg LOCTOBEPHbI MO CPABHEHMIO CO 340POBbIMU AETbMU CTap-

we 7 net (p<0,001).

akTtuBHYIO (pazy 3adoneBanus (17,1+1,9; 1,05+0,22 u
0,3+0,1 cootBetrcTBeHHO, p<0,05). [lokazarenu ak-
TUBHOCTH (pepMeHTOB y OonbHBIX [TH B HeakTHBHYTO
(hazy 3ab0seBaHUS U Y 3MOPOBBIX JIETEH TOCTOBEPHO
HE OTJIMYAJIUCK.

VY neteii ¢ [1H, 3nauenmne pH Mouun Ob110 TOCTOBEP-
HO HuXke, ueM y aereil ¢ BIIP OMC 6e3 npu3Hakos

300poBble AeTU CTaplue 7 net

. L-anannHamuHonenTtugasa D y-rmyTammnTpaHcnenTugasa

nsiercst 0ojiee paHHUM M UyBCTBH-
TEJBHBIM TECTOM I10 CPAaBHEHUIO C
MAY. V namnuentoB ¢ MAY, B o1-
JMYUe OT OONBHBIX C HOPMOABOY-
MuHypueit, yposens I'TT B moue
JIOCTOBEPHO TOBBIIIEH TI0 CPaBHE-
HHIO ¢ KoHTposieM (p<0,05), uto ac-
couuupyeT ¢ 0oiee BbIPaKEHHBIM
MOBPEKACHUEM TYOYISIPHOTO SIHUTENHUS Y 3TOH IpyII-
TIbl AI[EHTOB.

B rpynmne gereii ¢ HopMoanisOyMUHYpreil KOHIICH-
Tpalusi aMMOHHUIMHBIX coJiel, OTHECEHHasd K 1 MMoJib
KpeaTHHUHA, TOBBIIIEHA 110 CPABHEHUIO C KOHTPOJIEM
(p<0,05), 4TO CBUIECTENLCTBYET 00 AKTUBAIIMHA aMMO-
nuorenesa npu [1H. ¥V 6onpabix [TH ¢ MAY Bce mo-
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Puc. 4. XapakTtepucTtika ammoHmnoreHesa 1 pH mMoun y 605bHbIX

nuenoHedputTom n aetein ¢ BrNP

OMC. * pa3nuymsa No CPaBHEHMIO C rpynnor 300poBbix aeten (p < 0,05); “ pasznnyma No cpasHe-

Huto ¢ MH HeakT.daza, BIMP OMC, 3goposble getn (p < 0,001).

Ka3areJqd aMMOHHMOTEHE3a 3HaYMMO HE OTIMYAIIUChH
OT YPOBHSI B KOHTPOJILHOU I'PyIIIE, YTO yKa3bIBACT Ha
OrpaHMYEHUE CIIOCOOHOCTH K aKTHBAL[MM AaMMOHHOTe-
He3a B yCJIOBUSAX KMCIOTHOM HAarpy3KH U CBUAETEIIb-
CTBYET O HAapyLICHUH CUHTETUYECKON M CEKPETOPHOM
CIOCOOHOCTH KaHAJIBLIEB.

[Ipu comocraBieHnH Mokaszarenel CTPYKTYPHBIX
HM3MEHEHUH TI0YeK U YPOBHsI )epMEHTOB B MOUE yCTa-
HOBJIIEHO, uTO Yy OombHBIX [TH (77,7+7,03%) mipu uc-
TOHYECHUU MOYEYHOU mapeHXUMbl Ha 3—4 MM, HEUeT-
KOCTH KOHTYPa, THIIEPIXOr€HHOCTH OYEUHON MapeH-
XHMMBI, 0 AaHHBIM Y 3, 1 npu3HakaMu pyOLOBbBIX U3-
MEHECHUH MapeHXUMBbI IOUYEK PA3JIMYHON CTEHEHH, 110
nauabM JIMCA -ciimHTUTpad K, BBISIBICHBI BRICOKHE
nokasarenu I'T'TII mo cpaBHEeHUIO ¢ AETbMU, HE UME-
IOLIUX BBIPAKEHHBIX CTPYKTYPHBIX H3MEHECHUI B 10U~
kax (p<0,05), 9To oTpaxkaeT 3HaYCHUE N3yIaeMBbIX I10-
KazaTeJiel AJIsl OLICHKH aKTHBHOCTH MpoLecca BOCIa-
JICHUS ¥ CKJIIEPO3HPOBAHMS.

VY G0JBHBIX C AJIMTENBHOCTHIO 3a00JI€BaHUS 110
3-x ser ortHomenne NH,/pH crarucruuecku 3Hauu-
Mo moBbIeHO (p<0,05), 9TO yKa3bIBaeT Ha COXpaHEH-
HYIO CIIOCOOHOCTb 3IUTEINUS AUCTAJIbHBIX KaHAJIbLCB
OTBEYaTh AKTHUBALMECH aMMOHHOTIE€HE3a Ha CHIKCHHE
pH Moun npu naHHBIX cpokax 3aboneBanus. B rpym-
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nax ¢ giaureisHocThio 1TH
Oozee 3-x Jjer, HECMOTPs
Ha CHIDKeHue 3HaueHust pH
MOYH, HAOIIAIO0Ch TPO-
rPECCUPYIOLIEE YMEHbIIIE-
nue otHomenus NH,"/pH,
YTO CBHUJIETENBLCTBYET O I0-
CTEIIEHHOM CHM)K€HHH WH-
TEHCUBHOCTH aMMOHHUOTI€-
HE3a U OrpaHUYEHUU KOM-
IIEHCATOPHBIX BO3MOYKHO-
CTEH AIUTENUs KaHAJIbIEB
IpU KUCIIOTHOM Harpyske
YK€ Ha HavaJbHBIX dTamax
ITH. Pa3nuuusa nocrosep-
HBI TI0 CPAaBHEHUIO C NPEN-
BULYILIEH 10 CTaXKy TPYILION
(p<0,05).

ITokazarenu ¢usuko-
XUMHUYECKOr0 HUCCIEN0Ba-
HUSI MOYM, aMMOHHUOTEHE-
3a U epPMEHTYPHHU B TPYII-
ax ¢ HOpMOAIbOYMHUHYPH-
eit u MAY craTtucTuuecku
3HAYMMO HE Pa3INYaIUCh.

Takum 0Opazom, eTH ¢
HACJIEACTBEHHOM W BPOX-
JIECHHOM OTSTOLLEHHOCTBIO

nio naronoruu BITP OMC u nuenonedpury, HeOnaro-
MOJTy4HBIM nepuHaTanbHbIM nepuogom, HCCTII Hyx-
JIAIOTCSl B MPOBEJCHUHM HEPPOIOTHUECKOTO MOHHTO-
PHHTa M CKPUHUHIOBBIX IpOrpaMMax 00CIieI0BaHMsI.

OBCY)XOEHUE
Ha ocnHoBanuu
HUSI, YCTaHOBIIEHO,

MMPOBCACHHOI'O
4YTO MHOPCAUKTOPpaMU pa3BU-

nuccjaeaoBa-

T [IH sBIsrOTCA: MOBBILIEHUE YPOBHS HEHUTPAJIb-
HOH 0O-DIOKO3MAa3el U L-anaHuMHaMUHOIENTUIA3bL
B MOY€, II03TOMY ISl OLIEHKH CTEIICHU PHUCKA U paH-
Hell auarHoctuku nuenonedpura y nerei ¢ BIIP
OMC pexoMeHJ0BaH KOHTPOJIb KOMIUIEKCA TOKa3a-
Telei: aKTUBHOCTH HEUTPAJIbHOM (-INIIOKO3UJA3bl U
L-anaHnHaMUHONIENTHAA3b], a TaKkKe QYHKIHOHAIb-
HBIX IIOKa3aTeJIed KaHAIbLEB [IOYEK U IIOYEUHOH re-

MOJWHaMMHKMU.

Hersim ¢ BIIP OMC u 6onbubiM [TH Ha ¢one

BIIP OMC,

IIOMHMO

O6H_[CHpI/IH$ITI:IX METO-

JO0B JUAarHoCTHUKH, IIOKa3aHO MCCJICAOBAHUEC aK-

TUBHOCTH  (PEPMEHTOB
0-TJIIOKO3U1A3bl,

B Moue (HEHUTpaJbHOM

L—aﬂaHI/IHaMI/IHOHeHTI/IZ[a3LI,

'Y-FﬂyTaMI/IHTpaHCHCHTHI{aSBI), KOMILJIICKCa (bYHK]_II/IO-
HaJbHBIX ITOKa3aTesei KaHaJbIICB ITOYCK U MOYCUYHOM

TE€MOJMHAMMHKH.
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SAKJTIOMEHUE

[TosryueHs! HOBBIE JTaHHBIE O CTPYKTYPE BPOKACH-
HBIX TIOPOKOB Pa3BUTHSI OPraHOB MOYEBON CHCTEMBI Y
neteit OpenOyprekoro peruona. OnpeziesieHbl KITUHH-
yeckue ocodennocty [TH mpu pasnuunsix BITP OMC;
yCTaHOBJIEHA MHOTO(AKTOPHAS TPUPO/IA IATOIOTHH C
BIIMSTHUEM HACJIE€ACTBEHHBIX, BPOXKICHHBIX U CPEJIOBBIX
¢axTopos. Breisieiena Boicokas wactora HCCT/] y ne-
teit ¢ BITP OMC, ocnoxxaennbix [TH.

Jloka3aHo, 4YTO TIOBBIIIEHHBI YpPOBEHb Op-
raHocrnenupuueckux  (EepMEHTOB  HEUTpabHOM
O-TJIIOKO3Ma3bl U L-alaHMHaAMMHONENTHIA3bl B
Moue sBsieTcsl npeaukropom passutus ITH u pan-
HUM MapKepoM MUKPOOHOTO TIOPaXeHUs TOYEK Y Jie-
teit ¢ BIIP OMC. YcTaHoBlIeHa B3aUMOCBSI3h MEKIY
ypOBHEM (pepMEHTYpUH KaHAIBIICBOTO THIIA U AKTHB-
Hocthro [TH.

YcranoBneno, uro y aereit ¢ BIIP OMC mpoucxo-
JUT MU3MEHEHHE CTPYKTYPHO-(QYHKIIMOHAIBLHOTO CO-
CTOSIHHS ITPOKCUMAJILHOTO U ICTATBHOTO OT/EIIOB Ka-
HaJIbLIEB I0YEK U [T0KA3aTeJIe BHY TPUIIOUEYHOM reMo-
JUHAMMKH J10 cTajauu MmaHudecranuu [TH.

BrIsiBiIeHbI pa3nuuns CKOPOCTHBIX XapaKTEPUCTHK
apTepHalIbHOTO PEHAILHOTO KPOBOTOKA M ITOKa3aresei
PE3UCTUBHOCTH y OONBHBIX ¢ 00cTpyKTHBHBIM [TH 1m0
cpaBHeHuto ¢ naruentamu ¢ BITP OMC 6e3 npusHa-
KOB peHaIbHOU MH(EKINH.

[Tosy4yeHnsl HOBBIE JaHHBIE O CEKPETOPHOM CIO-
COOHOCTH 3MUTENHS AUCTAIBHBIX KaHAJBIEB U CO-
CTOSTHUM aMMOHMOTI'€He3a y JIeTel ¢ OOCTPyKTHUBHOMN
(dhopmoii nuenonedpura u BIIP OMC 0e3 npusHakoB
MHUKPOOHO-BOCIIAJIMTEILHOTO MPOIecca.
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POJIb MOKA3ATENEN TEMO- 1 UMMYHOTPAMMbI B
[MTPOTHO3VPOBAHNIN TEHEHINA OCTPOTO MOBPEXLAEHNA NMOYEK
Y OETEN

L.L. Mironov, 1.I. Kanus

ROLE OF HEMOGRAM AND IMMUNOGRAM PARAMETERS FOR
PREDICTING THE COURSE OF ACUTE KIDNEY INJURY IN CHILDREN

'Kadenpa [eTckoi aHecTe3nonornum n peaHnmMaTonoru 1 2kadepa aHecTe3nonorim u peaHnmaronorum, benopycckas MeguumMHckas akage-
MUs nocneamniomMHoro obpasoBaHus, r. MuHck, Pecnybnvka Benapycb

PEDEPAT

LIEJIb NCCJIEAOBAHWS. OueHnTb ponb rnokasateneit reMo- 1 UMMYHOTrpaMMbl B MPOrHO3UPOBAHUN TEYEHUS OCTPOro
noepexaeHus nodek (ONMMN) y netenn. MAUMEHTbBI U METO/bI. B nccnepoBaHue Gbn BKIKOYEHbI 272 pebeHka (Manbyinkm/
nesoykun, 155/117, BogdpacTt 35,3%£2,6 mec). 252 naumeHnTa (92,65%) nonyyann KOHCEPBATMBHOE IEYEHNE U MOYEUHYIO
3aMEeCTUTESIbHYIO Tepanuio MHTeEPMUTTUPYIOLWMM remoanannsom (). CpenHee yncno ceaHcos [l coctaBmio 5,4+0,1 Ha 1
naumenTa (1-21). 20 petein (7,35%) nonyyann ToNbKO KOHCEPBATUBHOE NedeHre. MNaumneHTbl C reMOoUTUKO-YPEMUYECKUM
cuHgpomom coctaBunn 73,1%, ocTpbiM romMmepynoHedputom — 6,2%, OCTPbIM UHTEPCTULMANBbHBIM HedpUToM — 5,5%,
OPYrMy NpuYMHaMin (OCTpble KULLEYHbIE MHDEKUMN, OCTPbIE 9K30reHHble OTPaBneHns, abaoMmnHanbHas xmpyprmuyeckas
natonorus, tumor lysis syndrome, MeHNUHrokokkoBas nHdekumnsa n np. — 15,2%). B 3aBucrumocTn ot ncxona 3aboneaHus
chopMMpoBaHbl 2 rpynnbl: 1-9 rpynna — BbIXXMBLUME NaumneHTbl (65,5%), 2-a — ymepLumve (34,5%). Mpy nOMOLLM CTaHAAPTHBIX
TecT-HabopoB N aBTOMATUYECKMX aHANM3aTOPOB M3y4eH MOPdONOrnyecknin coctaB GOPMEHHbLIX 3N1IEMEHTOB KPOBU Y
BCex ob6cnenoBaHHbix aeTen. Onpenenann apuTpounTapHble N NenkKouUTapHble MHAEKChI: CpeaHuii 00beM apuTpoumnTa
(MCV); cpenHee coagepxaHune remornobuHa B aputpoumte (MCH); cpeaHio KOHUEHTpauuto remornobuHa B aputpounTe
(MCHC); nokasatenb pacnpeneneHuns aputpoumnToB no o6vemy (RDW); cpenHuii o6bem Tpomboumta (MPV); paccunteisanm
NenkoUMTapHbIe MHOEKCHI PEAKTUBHOCTU: MHAEKC SAEPHOro cagura, nuMmdoumnTapHbIn nHaekc. Onpenensnm ypoBHN UMMYHHbIX
KOMIMEKCOB B CbIBOPOTKE KPOBU U ChIBOPOTOYHbBIX UMMYHOrNM06ynnHOB knaccoB A, G n M. CpaBHeHME NONyYEHHbIX AaHHbIX
y OeTen ob6eunx rpynn npoBoAnIOCh B 3aBMCMMOCTU OT nepuoga ONMM: onuroaHypumn, Ha4yanbHOro anypesa, noanypum un
KJIMHMYECKOrO BbI3A0POB/IEHNS, YTO COOTBETCTBOBaNO 1-i, 2-i, 3-i1 n 4-i1 Hepensam 3abonesaHus. PE3Y/IBTATHI. Y pnetei
2-14 rpynnbl MO cpaBHEHUIO C 1-11 0OTMeYanochb A0CTOBEPHOE CHMXeHne MCV (71,47+4,23 n 79,03+0,78 cOOTBETCTBEHHO,
p=0,0118057), numdoumntapHoro nugekca (0,52+0,02 n 0,71+0,03 cootBeTcTBeHHO, p=0,000002), 60nee BbipaxxeHHbI
nenikountos (13,43+0,75 1 10,54+0,33-10° cooTBeTCTBEHHO, p=0,000089). BO BCex cnyvaax HebnaronpuaTHoro ncxoaa OMn
OVHaMukKa nenkorpaMmmbl He MMena NPU3HakoB TEPMUHALLMM BOCMANIMTENBHOMO NpoLLecca 1 xapakTepnaoBanacb MOHOLMTO-,
nmmMmdounTo- 1 s03nHoneHmnen. SAK/TIOYEHUE. AnHamuyeckoe nccrnenoBaHne nokasartesnei reMorpamMmbl ¢ onpeaenieHnem
APUTPOLMTAPHBIX U NTIENKOUMTAPHBIX MHAEKCOB 1 ndyvyeHne yposHen IgA, IgG n IgM no3sonsieT nporHo3mpoBaTh TEYEHME U
mncxopn OMM. NMporHocTnyeckn HebnaronpuaTHbIMK pakTopamu TedeHus ONNM y aeTein ABnaOTCA AnUTensHo (bonee 2 Hepenb)
COXPaHSIOLLNIACSH MUKPOLIMTO3, CHUXEHME numboumnTapHoro nHaekca mexee 0,31 1 oTCyTCTBME €ro NPUPOCTa B AUHAMUKE,
cHuxeHme yposHei IgA n IgG B cbiBopoTke kpoBu Ha 50% 1 6051ee oT HopMasibHbIX 3HAYEHUIA.

KnioueBble cnoBa: octpasi noyeyHasi He4oCTaTOYHOCTb Y AIETEN, reMorpamMmMa, apUTPOLUTAPHbBIE MHAEKCHI, NeKOUMTaPHbIE
VHOEKCHI, UMMYHO00YNNHbI.

ABSTRACT

AIM OF RESEARCH. To assess the role of hemogram and immunogram parameters for predicting the course of acute kidney
injury (AKIl) in children. PATIENTS AND METHODS. 272 children (boys/girls, 155/117, aged 35,3+2,6 months) were included in
the study. 252 patients (92,65%) received conservative treatment and renal replacement therapy by intermittent hemodialysis
(HD). The number of HD session averaged to 5,4+0 per 1 patient (1-21). 20 children (7,35%) received only conservative treat-
ment. Proportion of patients with hemolytic-uremic syndrome amounted to 73,1%, those with glomerulonephritis — 6,2%, acute
interstitial nephritis — 5,5%; other causes (acute intestinal infections, acute exogenous poisonings, abdominal surgical pathology,
tumor lysis syndrome, meningococcal infection, etc.) made up 15,2%. Depending on the outcome of the disease, 2 groups of
patients were formed: the 1st group included those who survived (65,5%), the 2nd group comprised those who died (34,5%).
Morphologic structure of formed blood elements was investigated in all the examined children with the help of standard testing
sets and automatic analyzers. Erythrocyte and leukocyte indices were determined, such as mean corpuscular volume (MCV),
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mean cell hemoglobin (MCH), mean corpuscular hemoglobin concentration (MCHC), red deviation wide (RDW), mean platelet
volume (MPV). Leukocyte reactivity indices were measured, such as nuclear shift and lymphocyte indices. The levels of immune
complexes in blood serum and the amount of serum immunoglobulins A, Gand M were determined. The data obtained in children
from both the groups were compared depending on the AKI period: oligoanuria, initial diuresis, polyuria and clinical recovery,
which corresponded to the 1st, 2nd, 3d and 4th weeks of the disease. RESULTS. Significant decrease in MCV (71,47+4,23 and
79,03+0,78, accordingly, p=0,0118057) and in lymphocyte index (0,52+0,02 and 0,71+0,03, accordingly, p=0,000002), as
well as more pronounced leukocytosis (13,43+0,75 and 10,54+0,33:10° accordingly, p=0,000089) were observed in children
of the 2nd group as compared with the 1st one. In all cases of the unfavorable ARF outcome, leukogram dynamics had no signs
of the inflammatory process termination and was characterized by monocyto-, lymphocyto- and eosinopenia. CONCLUSION.
Dynamic analysis of the hemogram findings with the determination of erythrocyte and leukocyte indices, as well as IgA, G and
M levels allows predicting the ARF course and outcome. Prolonged microcytosis (more than 2 weeks), decreased lymphocyte
index (less than 0,31) with no increase in dynamics, decreased IgA and IgG levels in blood serum by 50% and more from normal

values are considered to be prognostically unfavorable factors of the ARF course and outcome.
Key words: acute kidney injury in children, hemogram, erythrocyte indices, leukocyte indices, immunoglobulins.

BBEOAEHUE

TedueHue U UCXOA OCTPOrO MOBPEKICHHS TMOYEK
(OIIIT) 3aBUCAT KaKk OT MPUYUHBI, BHI3BABIIEH ee pa3-
BUTHE, TAK U OT COITYTCTBYIOIIUX OCIIOKHEHUN. Dak-
TOpBI prcka HeOnaronpusitHoro ¢punaia Ol uzyya-
Tuch MHOTUMU uccienoBatersamu [ 1-4]. KocBeHHbIM
KPUTEPHEM TSKECTH OOLIET0 COCTOSIHUS TAlIMEHTOB C
OIIII sBnsieTcs cTeneHb YHAOT€HHON NMHTOKCHUKAIINH,
[0 TUHAMUKE KOTOPOH MOXHO CYAUTh 00 3 PeKTnB-
HOCTH ITPOBOANMOTO JICYCHHUS U BEPOSITHOM ITPOTHO3€E
3a0oneBanus. [Jis1 ee OlleHKHU MPEJIOKEHBI PSI KA
U CHCTEM, OCHOBAHHBIX Ha OLIEHKE KJIMHUYECKUX U JIa-
ooparopubix nokaszareneid (APACHE, SOFA, SAPS u
Ip.), OTHAKO aHAJIN3 JIMTEPaTYPHBIX TaHHBIX MOKa3bl-
BAET, YTO OOJNBUIMHCTBO HHTETPAIBHBIX IIKAJT OLEHKH
TSDKECTH COCTOSTHHSI M CIIEU(PHUYECKUX OILCHOYHBIX
CHCTEM TSDKECTH MOBPEKACHUS MOYCK XapaKTepH3y-
IOTCSl HU3KOH AMCKPUMHHALMOHHOW CIOCOOHOCTBIO
[5]. Kpome Toro, skcTpeHHOE ompeesieHre psaa mo-
KazaTeJield, BXOASIIMX B JaHHBIC CUCTEMBI, HE BCEra
JOCTYITHO B YUPEKACHUIX Pa3HOTo ypoBHA. B To ke
BpeMs u3 Kaxabix 100 mpoBeAEHHBIX UCCIEIOBAHUIN
ot 10 1o 20% Ha3HaualOTCa HEOOOCHOBAHHO, U TPH-
MepHO 10% M3MEHEHHBIX MoKa3aTeseil He IpuHUMa-
IOTCsI JISYalllMMU BpadyaMu B pacuer [6].

B nureparype Bce wate cooOmiaeTcst 00 UCTIONb30-
BaHMM MHTETPAIIbHBIX [TOKa3aTes el AJ1sl OLCHKH JHA-
MUKH U3MEHEHU roMeocTasa 1 3pPEeKTUBHOCTH TIPO-
BOJMIMOTO JICUEHHS 10 TAHHBIM aHaJn3a nepudepuye-
ckoif kposu [8—-10].

UccnenoBanue mapamMeTpoB reMorpaMmbl U UM-
MYHOJIOTHYECKOTO CTaTyca MO3BOJIsIeT OLIEHUBATh MH-
TEHCHBHOCTB BOCTIATUTENILHON peakuu 1 3PPeKTHB-
HOCTh MPOTHBOBOCHAIUTEILHON TEeparuu, OJHAKO B
KaueCTBE MPOTHOCTHYECKUX MaPKEPOB TEUCHUS U HC-
xona OINIT B neTckoM Bo3pacTe yKazaHHbIE (haKTOPEI
MPaKTHYECKH HE HCTIONB3YyIoTCs. B ¢Bsi3u ¢ aTM nipen-
CTaBJISIETCSl aKTYaIbHBIM M3YyYUTh POJIb MOKa3aTelen

reMorpaMMbl 1 UMMYHOIPAaMMbI B TPOrHO3UPOBAHUU
teuenus Ol y nereii.

NMAUMEHTbI U METOAbI

B uccnenosanue Obuin BkIOYeHB 272 pebeH-
ka (Manmpauku/neBouku, 155/117, Bospacr 35,3+£2,6
Mec). 252 namnuenra (92,65%) momy4anu KOHCEpBa-
TUBHOE JICYCHHUE U MOYEYHYIO 3aMECTUTEIIbHYIO Te-
panuio MHTepPMUTTUpYIomKUM remoguanuzom (I]1).
Cpennee uucio ceancoB I'Jl coctaBuno 5,4+0,1 Ha
1 mamuenTta (1-21). Tonbko KOHCEpBAaTUBHOE Jie-
yenue noxydanu 20 gerert (7,35%). IlamuenTsr ¢
TEMOJINTHKO-YPEMUYECKUM CHHAPOMOM COCTaBH-
m 73,1%, ¢ octpeiM miomepynoneppurom — 6,2%,
C OCTPBIM MHTEPCTHLHAIBLHBIM HepputoM — 5,5%, ¢
JOPYTUMHU IPUYMHAMH (OCTpPbIE KUIIEYHbIe HHPEKINH,
OCTpbIE 9K30TCHHBIE OTPaBIICHUS, a0IOMUHAIbHAS XU-
pyprudeckas maroiorus, tumor lysis syndrome, me-
HUHIOKOKKOBasi HHQekuus u mnp.) — 15,2%. B 3aBu-
CHUMOCTH OT McXoza 3a0oneBaHus cHOpMHUPOBaHBI 2
rpymnmsl: 1-s1 rpymnma — BBDKUBIIHE NauueHTsl (65,5%),
2-1 — ymepuue (34,5%).

[Tpu momomy CTaHAAPTHBIX TECT-HA0OPOB (QUPM
«Bayer» (Asctpust), «Abbotty (CHIA), «Boeringer
Mannheimy», «Hospitex» (DPPI'), «Anamuz X» (Pe-
cnyonuka benapycn) u Ha ananmuszaropax «Technikon
RA-1000» (ABctpusi), «Spectrum» (CLIA) uzyden
MOp(OJIOTHUECKHid cocTaB (HOPMEHHBIX 3JIEMEHTOB
kpoBu y Bcex aereit ¢ OIIIL. IloxcunTsiBasiocs abco-
JIIOTHOE ¥ OTHOCHTENIbHOE cofepkaHue (HOPMEHHBIX
3JIEMEHTOB NepudeprIecKoil KpoBH, Bcex GopM Jiek-
KOLIUTOB, ONPEEIISIICS P SPUTPOLMTAPHBIX, TPOM-
OOLMTAPHBIX U JEHKOUUTAPHBIX HHICKCOB!

cpennuii o0beM sputpouura (MCV) B pemronuTpax;

CpeiHee cofeprKkaHue reMorIo0nHa B 3PUTPOLIUTE
(MCH) B nukorpamMmax;

CpeHss KOHLIEHTpaLs TeMOrIOOMHA B SPUTPOLIU-
te (MCHC) B 1/115
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[0Ka3aTelb PaclpeieeHUs SPUTPOIIUTOB MO 00b-
emy (RDW) B 00bEMHBIX IPOIICHTAX;

cpennuii oobeM Tpombonuta (MPV) B demronu-
Tpax;

nevikorurapHbiii unaekc (LI);

WHJICKC MEPOKCUA3HON aKTUBHOCTH HEHUTpodu-
noB (MPXI).

PaccuuTtbiBaiu ieHKOIIUTaPHBIC HHICKCHI PEAKTHB-
HocTH: uHJeKC syiepHoro ciasura (MSC), mumdoriu-
tapubiil uaaexc (JIM) [10]:

USC = (MuesnonuThl + IOHBIE + NAIOYKOSICPHBIC)/
CErMEHTOSICPHBIC;

JIN = mumM¢ouuTh/HERTPOPHIIBI.

YpoBeHb CHIBOPOTOYHBIX UMMYHOTJIOOYJIUHOB
knaccoB A, G u M uccieoBaay METOIOM pajinaiib-
Holl UMMyHOIU(Qy3un B arape. OnpeneneHue ypos-
HsI UMMYHHBIX KOMIUIEKCOB B CBIBOPOTKE KPOBH TIPO-
BOJIMJIOCH C HCIIONIb30BaHKEeM OoparHoro Oydepa.

[IpoBonuock cpaBHEHUE MOMYUYCHHBIX TAHHBIX Y
BbDKUBINUX (1-51 rpymnmia) u ymepuux (2-5 rpynmna) ae-
Tel B 3aBucuMoctu ot niepuoaa OIIII: nepuoma onuro-
aHypHH, [IEPHOJIa HAYAIBHOTO JINype3a, epruosia mo-
JUYPUH U TIEPUOJIa KIIMHUYECKOTO BBI3JIOPOBIICHUS,
4yTO coBragaiio ¢ 1, 2, 3 u 4-i1 Heneliei 3a00J1eBaHKs
COOTBETCTBEHHO.

[onmy4eHHbIe pe3yabTaThl MOBEPrauCh CTATUCTH-
4eckol 00paboTKe C MOMOIIBIO MaKeTa CTaTUCTUYC-

ckoro ananu3a «STATISTICA 6.0» (Statsoft). Pazmu-
YHsl CYUUTAIUCH JoCTOBepHBIME 1ipu p<0,05. Jlist Be-
POSTHOCTHOHM OLICHKH MH(OPMATUBHOCTH ITOKA3aTe-
JIel TeMO- U UIMMYHOTPaMMBbI TIPOBOMIIOCH MTOCTPO-
enue xapakrepuctudecknx ROC-kpubix (Receiver
Operator Characteristic) ¢ onpeieaeHHeM UX IOIIa-
neii B nporpamme MedCalc Bepcun 7.4.4.1.

PE3YJIbTATbI

AHanu3upys u3MeHeHus B nepudepuaeckoi Kpo-
BuU (Tabim. 1), caenyer, B EpBYIO O4epeb, OTMETUTD
BBIPAXKEHHYIO aHEMHUIO Y BCEX JIeTel, He3aBUCUMO OT
ucxona OIII, koropast HabIIOAANACh yXKE C TEPBBIX
CYTOK IpeObIBaHus peOeHKa B CTallMOHApE.

JlocToBEpHBIX pa3auyunii B CHUKEHUH KOJIMYECTBa
SPUTPOLMTOB, YPOBHS reMOTJIOOMHA M TeMAaTOKPHUTA Y
BBDKMBIINX M YMEPIINX JieTel Ha | aTamne uccienona-
HUsI He BbIsABIeHO. OOpaniaeT Ha cebs BHUMaHKE, YTO
MaKCHMaJlbHas BBIPAKEHHOCTh aHEMUH Y BBIKHMBLINX
Jetelt HaOIrofanach Ha IEpBOi Hezese 3a0oeBanus,
HO, HAYMHAasl CO BTOPOH HEJleNIU U JI0 IepeBoa pedeH-
Ka U3 OT/IeJIeHUs HHTEHCUBHOM TepaIruu B eANaTpH-
YEeCKUI CTallMOHAp, KOJIMYECTBO IPUTPOLUTOB, YpO-
BEHb T€MOIVIOOMHA W TeMaTOKPUT MPUOIIKAINCH K
HOpPMaJIbHBIM 3HadeHusM. B rpymnme aereit ¢ HeOna-
ronpusiTHeIM ucxonom OIIIT na 2-i Henene neueHus
yAaBanIoCh 100UTHCS HEKOTOPO CTaOMIIN3aIMY MTOKa-

Tabnuua 1
AnHamuka napameTpoB nepudepnyeckor KpoBu B 3aBUCUMOCTU OT nepuoga O, X+m

Mccnepye- | I 1l \Y
Mble napa-
MeTpbI BbikmBLIME Ymepine BbixmBLUme Ymepine BbixmBLLME Ymepline BbixuBLLME Ymepive
3p., 10'%/n 2,96+0,04 |2,89+0,05 3,12+0,04 3,0+0,07 3,13+0,04 2,94+0,08* 3,19+0,05 3,23+0,06
Hb, r/n 90,69+1,16 |91,30+1,61 98,01+1,45 |[95,67+2,23 |99,76+1,42 |91,72+2,31* |102,38+1,60 |103,81+1,92
Tr, 10%/n 121,25+8,08 | 141,12+12,30 | 155,61+13,70 | 156,43+22,23 | 160,61+15,97 | 169,65+29,02 | 209,10+17,00 | 146,18+13,86*
Ht 0,26+0,004 |0,27+0,009 |0,28+0,005 |0,28+0,007 |0,29+0,005 |0,27+0,008* |0,30+0,006 |0,30+0,006
L., 10%/n 10,54+0,33 | 13,43+0,75* |9,25+0,36 12,38+0,82* |8,62+0,39 9,67+0,73 8,75+0,37 9,22+0,62
B., % 1,33+0,16 | 0,87+0,13 1,34+0,21 0,79+0,18 1,07+0,18 0,72+0,15 1,91+0,27 1,06+0,21
3., % 1,63+0,17 | 1,00+0,15* 1,86+0,21 0,90+0,12* 1,60+0,22 0,62+0,15* 1,93+0,36 1,16+0,24
mielo, % 1,67+0,49 0,62+0,26 - - - - - -
0., % 2,58+0,41 1,69+0,22 2,09+0,39 3,17+1,19 - - - -
n., % 8,54+0,44 |10,72+0,71* |7,32+0,77 10,10+1,43 |5,48+0,46 6,44+0,70 4,88+0,41 7,82+0,80*
C., % 50,83+1,28 |54,01+1,48 |53,31+1,49 |58,21+1,84* |53,75+1,66 |58,20+2,06 |56,45+1,54 |59,45+1,65
Nnme., % 36,59+2,12 |30,21+1,40* |32,44+1,36 |27,71+1,78* |36,63+1,78 |30,79+2,08 |32,30+1,52 |29,40+1,53
MoHo., % 5,59+0,29 |5,09+0,36 6,29+0,41 4,65+0,49* | 5,68+0,54 4,98+0,45 5,66+0,44 3,28+0,35*
CO9, Mm/u | 24,10+2,17 |20,58+2,26 17,22+1,84 |18,36+2,17 |19,19+2,39 |29,67+3,53* |36,62+3,67 |29,92+2,97
MCV, dn 79,03+0,78 |71,47+4,23* |83,28+0,55 |78,75+1,61* |85,62+0,87 |83,23+0,70 |88,39+0,98 |88,12+0,30
MCH, nr 27,76+0,33 |27,30+0,85 |29,31+0,34 |27,73+0,62* |29,83+0,20 |29,31+0,85 |30,36+0,30 |30,75+0,25
MCHC, r/n 351,47+3,03 | 354,06+6,36 |351,86+3,52 |351,73+2,70 |349,06+4,34 |352,00+3,99 |343,60+4,85 |349,00+2,00
RDW, 06% 21,92+0,74 |23,64+0,82 |22,26+0,85 |23,82+1,31 19,73+0,60 |22,61+1,31* |18,80+0,45 |18,90+0,60
MPV, dn 7,77£0,18 |7,53+0,22 7,99+0,22 7,84%0,11 8,03+0,31 7,94+0,38 7,92+0,32 7,65+0,39
LI 1,62+0,06 1,67+0,07 1,87+0,07 1,83+0,11 1,92+0,10 1,81+0,13 2,01+0,06 1,74+0,15*
MPXI -14,22+1,64 | -14,24+2,58 |-13,38+2,12 |-11,00%£3,79 |-10,15+2,15 |-10,73+3,46 |-5,81,+2,65 |-10,50+7,65
nac 0,25+0,008 |0,24+0,009 |0,14+0,004 |0,23+0,006* |0,10+0,005 |0,11+0,003 |0,09+0,001 |0,13+0,005*
Mpumeuanue. |, 11, 11, IV — aTanbl uccnegosaHmnsi, cootseTcTByOWMe nepuogam OlMNy peteit; * poctoBepHoe (p<0,05) padnuyne nokasare-

ner B CpaBHEHUM C rPYMNMnON BbKUBLLUX OETEN.
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Area under the ROC curve = 0,703; Standard error = 0,048;
95% Confidence interval = 0,560 to 0,822; HyBCTBUTENbHOCTb =
80,6; CneundunyHocTb = 62,5; Cut-off value = 76,0; NMporHocTn-
yeckasi LLeHHOCTb MONOXUTENbHOro pesynbrata = 82,9; Mpo-
rHOCTMYEecKas LLeHHOCTb OTpuLaTeNnbHOro pesynstata = 58,8;
P-3HavyeHne = 0,038.

Puc. 1. ROC-aHanna nporHoctmnyeckor 3Hadsmumoctn MCV y ge-
Ten ¢ OMNMM B nepmnoae onnroaHypum.

3arenel ypoBHs reMOITIOOMHA U SPUTPOLIUTOB, HO Ha
Oosiee HU3KUX 3HAYCHUAX, YEM B IPYTINE BEDKUBIIIHX.
Opnnaxo Ha III sTame uccnemoBanus (KoHerl 2-i — 3-s
Hezess 3a0051eBaHMs ) TOKA3aTeNN «KPAaCHOW) KPOBH Y
JIAHHOW KaTeropuu JIeTeil pe3ko yXyAllaIuCh, 10CTO-
BEPHO OTIINYASICh OT TAKOBBIX MTPU OJIAaTONPHUSATHOM Te-
gernu OI1I1. 3To 00yCcI0BICHO B TIEPBYIO OUEPEh pa3-
BUTHEM OJHOTO M3 HauboJsiee THKENbIX OCI0KHEHUH
OIIII — s13BeHHO-HEKPOTHIECKOTO TaCTPOIHTEPOKOITH-
Ta C MACCHBHBIMHU, HHOT/Ia IPO(Y3HBIMH JKEITYT0UHO-
KHIIEYHBIMUA KpOBOTeUeHUsIMH. YacTble 1 00beMHBIE
reMoTpaHcy3UH K UCXOY TPEThel HellesIn IPUBO/IU-
JIM K OTHOCUTENIFHON HOPMaJIN3aluy yPOBHS FeMOIJIO-
O1Ha, reMaTOKpUTA U KOJIMYECTBA SPUTPOLIUTOB B JaH-
HOM rpymre O0IbHBIX.

IIpu aHanu3e >pUTpOLUTAPHBIX MHIEKCOB Ha |
JTare BhISIBIEHO JOCTOBEPHOE pa3inine CpeHel Be-
au4uHbl 00bema sputpounuta (MCV) Mexny AeTh-
MU ¢ OJaronpusATHBIM U HeOIaronpUATHBIM HCXOI0M
OIIIT (79,03%0,78 u 71,47+4,23 ¢ COOTBETCTBEHHO,
p=0,018). 3nauenuss MCV B npenenax 80—100 ¢ xa-
PaKTEPU3YIOT SPUTPOLIMT KaK HOPMOITUT, MeHee 80 ¢t
— Kak Mukponut, 6onee 100 ¢a — kak makporwut [11].
Knunndeckoe 3Havenne MCV aHamoru4Ho ofHOHA-
MIpaBJI€HHBIM M3MEHEHUSIM I[BETOBOTO ITOKa3aTels U
conepkanus remoriobuna B spurporure (MCH). YV
BCEX MAlMeHTOB Ha TAHHOM 3Tarle NCCIIeJOBAaHHS OTIpe-
JIEJIAJICST MUKPOIIUTO3, O0JIee BHIPAKEHHBIHN y 1eTeil ¢

HeOnaronpusitHeiM nporHozoM OINI1, yto xnuHMYe-
CKH MIPOSIBIISUIOCH Y HUX O0JIee TSKEIbIM COCTOSHUEM
U COIacyeTcsl ¢ JaHHBIMU APYTHX Hccaenosanuii [10].

Nzmenennst MCV oTpaxain n HapyleHUs BOJHO-
SNIEKTPOJIUTHOTO OOMEHA: NPU TMIIOTOHUYECKOM Xa-
pakTepe 3Tux Hapyienuit MCV nosslancs, npu ru-
MepTOHUYECKOM — MoHmxkancd. [Ipun auHamMuyeckoi
OLIEHKE JJaHHOTO [T0KA3aTellsl yCTaHOBJIEHO, YTO Ha BTO-
poli Heziene JIeUeHHs €r0 3HaUSHHE MOBBIIIAIUCH KaK Y
BBDKHBIINX, TaK U Y YMEPIINX JA€Tel, OHAKO €CIIU Y
BBDKHMBILHX CpeIHUH 00bEM 3PUTPOLIUTOB BOCCTAHAB-
JIMBAJICS 10 HOPMBI, TO Y JIeTeil ¢ HeOIaronpus THHIM
ucxozaom OIIIT no-npexHeMy coxpaHsIcd MUKPOLIH-
T03. Takylo TMHAMMKY JaHHOTO MOKa3aTeisl Mbl pac-
LIEHMBAEM KaK pe3yJIbTaT yCTPAHEHUs THIIEPOCMOJISIP-
HOTO CUHJIpOMa (00yCIIOBJICHHOTO FHIIEPa30TeMHUEH 1
HapyILICHUSIMH BOIHO-JIEKTPOIUTHOTO OajiaHca) ¢ 1mo-
MOLIbI0 MH(Y3MOHHOM TEpaniy U CEaHCOB TeMOAna-
m3a. Ananu3 ROC-kpuBoii mokasas BEICOKYIO CTaTH-
CTHYECKYIO 3HAYMMOCTh JAHHOT'O MOKa3aTess B Mpo-
rHo3upoBanuu ucxona OIII y nereit (puc. 1).

Hopwmanuzamus nokasareneit MCV y nereii ¢ He-
onaronpusitaeiM TedenneM OIIIl wa HI-1V sramax
MCCIIeIOBaHUs CBHJCTEIbCTBOBAJIA 00 yCyryOneHuu
JUCTUPUH, YTO COYETATIOCH C HEKOTOPBIM CHUYKEHHU-
em 3HaueHuit MCHC u yka3piBanio Ha HaOyXaHHe SpH-
TpouuToB. Kak mpaBuio, kK 3ToMy BpeMEHHU y AeTeil
C HeOJIaronpUsTHBIM POTHO30M Pa3BUBANIACH TSDKE-
J1asi TUIIONPOTENHEMUS BCIIECTBUE COXpaHsIoIIencs
BBICOKOM aKTHBHOCTH KaTaOOJIMYECKHX MPOLIECCOB U
HapyLICHUS IPOLECCOB CUHTE3a OeJIKa B TIEYeHH, YTO
IIPUBOJUIIO K CHUIKEHUIO KOJUIOUHO-OCMOTHYECKOTO
JIaBJIEHUS IJ1a3Mbl KPOBHU U MEPEXOTY JKUJKON YacTh
KpPOBH B MHTEPCTUIMAIBHOE U BHYTPUKJIETOYHOE MPO-
cTpaHcTBa. KiimHn4ecku 310 nposBIsiIoch BOZHUKHO-
BEHHEM U YCHJICHHEM NepU(epHUECKUX OTEKOB, 3a-
CTOMHBIX SIBJIEHHUH B JIETKUX W TOSBJIEHUEM KHJIKO-
CTH B CEPO3HBIX MOJIOCTSX. Y JeTel ¢ Onmarompust-
HeiM ucxonom OIIII B ¢aze monmypun Takxke oTMme-
yajioch cHrkenue 3Havennii MCHC, uto MOKHO 00b-
SICHUTh YMEHBILIEHUEM OCMOJISIPHOCTH IJIa3Mbl BCIIE-
CTBUE MEHBIIEH BBIPAXKEHHOCTH a30TEMUU U UHTEH-
CUBHOW WH(Y3HMOHHOU Teparuei ¢ eblo KOMIICHCa-
IIUU BOAHBIX MOTEPb.

Cpennee copepkaHue reMOrJIO0MHA B SPUTPOLIUTE
(MCH), nnu oka3zaresb CTeleHH HaChIIIEHHS SPUTPO-
LUTa reMorIo0nHOM, yKa3biBaeT, Hapsay ¢ MCHC, na
XapakTep aHeMuu. B Halem mcciieoBaHUM U3MEHe-
HUS YKa3aHHBIX [TOKa3aTeseil sIBISINCh IPOsBICHUSA-
MU MUKPOLIUTAPHON HOPMOXPOMHOM aHeMuH. Takoi
XapakTep aHeMHUH OObIYHO XapaKTEepPeH Ui OCTPBIX
KpPOBOIOTEPH MJIM FEMOJIN3A, YTO B TOM MIIM UHOM CTe-
nieHu HaOmonaercs y aereit ¢ OINIL
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[Tokazarens pactpeneneHus SpUTPOLUTOB 10 00b-
emy (RDW), xapakrepusyeT BapuadebHOCTh 00beMa
spurpountoB. RDW B HOpMme coctaBnser 11,5-14,5
00%. Bricokoe 3nauenne RDW y gereit ¢ OIIIl na
BCEM NPOTSHKEHUH 3a00JIeBaHUS yKa3bIBAJIO HA reTe-
POTr€HHOCTD MOMYJISALUKY SPUTPOLUTOB UM HAJINYKE
B NMpo0e KPOBH HECKOJIBKUX MOMYJISLIUN 3PUTPOLIHU-
TOB (B YaCTHOCTH, BCJIE/ICTBUE MIEPEJIMBAHUS PUTPO-
LIUTHOM Macchl).

KonnyecTBo TpoMOOLIMTOB B MEPUOJE OJUTOAHY-
puu OBLJIO CHMKEHO, MPUYEM Y BBUKHUBLIMX JETEH
9TO CHIDKEHHE ObUIO Oolsiee BbIpaKEHHBIM, XOTS pas-
au4Ke mokaszarenedl HegoctoBepHo (121,25+8,08 u
141,12+12,30x10°%n cootBeTcTBeHHO, p>0,1). Ha mo-
CJIEAYIOLINX ATAIaX UCCIIEA0BAHUS KOJIMYECTBO TPOM-
OOLIMTOB MOCTETIEHHO BO3pacTallo B 00EUX IpymIiax Jie-
Tel, 3a uckioueHueM IV srana, rae CHUKeHUe JaHHO-
To MoKa3aTels y AeTei ¢ HeOIaronpusTHBIM HCXOA0M
OIIIT 66110 00YCIIOBNIEHO pa3BUTHEM (PUHAIBLHON KO-
aryionaruu norpednenus. Cpennuit 0o6bemM TpomM60-
uutoB (MPV) Ha BceM IPOTsHKEHUH JICUCHUS B 00SHX
rpymmnax AeTeil He BBIXOAWI 32 PaMKU (GU3HOIOTHYe-
ckux 3HayeHuti (n= 3,6-9,4 ¢u).

YCcTaHOBIEHO, YTO U3 BCEX N3YUYEHHBIX 3PUTPOLIH-
TapHBIX UH/IEKCOB CTATUCTUYECKH JOCTOBEPHON MPO-
THOCTHYECKOH 3HaYMMOCTBIO OOJIaJaloOT MoKa3are-
u cpeanero oobema sputpounta (MCV) u nokasza-
TeJb pacrpeeeHus SpUTPOUUTOB 110 00beMy (RDW)
(Tabm. 2).

K nokazarensM KIMHUYECKOro aHajIu3a KpOBH, OT-
paKaroLIMM XapaKTep TeUSHHs BOCIAIUTEIBHOTO MPO-
Lecca, OTHOCSTCS CoJiepyKaHHe JIEHKOIMTOB B KPOBH,
JefKkorpamMma, UHEKC SAEpHOrO CBHra M CKOPOCTb
ocenanus sputpouutos [12]. Hanbonee n3mMeH4nBbI-
MU TlapamMeTpaMu nepuQepruueckoil KpoBH y JeTel ¢
OIIIT ObLIM KOMMYECTBO JICHKOIIMTOB M MOKa3aTeiIn
neiKorpaMmsl. JISMKOIUTO3 ABISUICS OQHON U3 CaMBbIX
PaHHUX peakUMi JETCKOro OpraHu3Ma Ha MOBpek/Ia-
oM GaKTop U pa3BUBAJICS €IIe 10 NOSBICHUS Mep-
Bbix cumnTomoB OIIII. B pasrap 3a0osneBanust BoIpa-
KEHHBIN JIEHKOIIUTO3 CO COBUIOM B (POpPMYJie BIECBO
olpenessics y BceX JeTel He3aBUCUMO OT ITPOTrHO3a,
HO OoJiee BbIpaKEHHOE MOBBIILICHHE KOJIMYECTBA JIeH-
KOLIMTOB HAaOIONANOCh Y AeTeil ¢ HeOIaronpusITHEIM

ucxoznom (10,54+0,33x10%1 u 13,43+0,75x10°%/1 co-
orBercTBeHHO, p=0,00008). B mocnenyromue nepuo-
Jel OIIII cTeneHp IEHKOLMTO3a HECKOJIBKO MTOHMKa-
JIaCh, OJIHAKO HA BCEX 3TAllaxX MCCIEA0BAHUs OH OCTa-
BaJsicsi 0oJiee BHICOKMM Y JieTed ¢ HeOIaronpusiTHBIM
IIPOTHO30M.

IIpu comocraBieHUN UMEIOLINXCS U3MEHEHUH B
KJIMHU4YecKkoM aHanu3e kpoBu aereit ¢ OIIIl u Hop-
MajIbHO MPOTEKAIOUIUM BOCHAJIMTENIBbHBIM MPOLEC-
COM, B TE€4E€HHUE KOTOPOT0 BIAEIAIOT 5 craauii (I —po-
Jxpomsl, II — nagana pazsurtus Bocnanenus, III — pa3-
BEpHYTOH KapTUHBI BocnajieHus, IV — nepenoma 3a-
OoneBanus u V — pekoHBasneciieHnuu) [12], BeIsiBie-
HO ClIeAyIOLIEe.

B rpyne BEDKMBIINX I€TEH B IEPHOE OIUIOAHY-
PHM OTMEYEH JIEHKOLIUTO3, TOCTUTABILIHUI B 3TOM IIepH-
ozne OIII MmakcuManbHBIX 3HAYEHUH, TOBBIIIIEHHOE CO-
JiepKaHue MOHOIIMTOB U He3pelbiX hopM HelTpodu-
708 (cM. Tabn. 1). UAC no cpaBHEHUIO ¢ HOPMOH (n =
0,06) 6b11 yBesnmueH Gonee yeM B 4 paza. CHIKaJIOCh
coziep’kaHue S03MHO(HIIOB. YPOBEHb CETMEHTOSACP-
HBIX HEUTPOHUIOB ObLT HECKOJIBKO HUXKE HOPMBI, YTO
00BsCHSIETCS yBETMUCHUEM KOJIMYECTBA IUM(OIUTOB
u He3peunbx popM HerTpoduiios. [Tospimanacs COD.
TakuMm 00pa3oMm, B IEpHOJIE OIUTOAHYPUH U3MEHEHHS
neiikorpamMmbl BeDKUBIIKX AeTer ¢ OINI Obiu cxoxu
¢ III ctagueit HOpMaIbHO PA3BUBAOIIETOCS BOCIHIAIIN-
TEJIBHOTIO IIpoLieCcca, T.€. OTPaXalu pa3BEPHYTYIO Kap-
TUHY BocnasieHus. OJHaKo B OTJIMYME OT KJaccHye-
CKOM cXxeMbl BocnanuTenabHoro npouecca npu OINI
Obu1 OoJiee BBIPAXKEH CIBUT SIIEP BIEBO U OTCYTCTBO-
BaJI IPUPOCT YUCIIA CETMEHTOSIEPHBIX HEUTPODHIIOB
Ha ¢oHe OoJiee 3HAYUTENBHOTO MOBBIILICHUS KOJIHYe-
CTBa JTUM(OLHUTOB.

B ¢aze navanbHOro numypesa JeHKOUMTO3 CHU-
sxancs, WAC no cpaBHEHHIO € IPEABLAYIIMM 3TalloM
yMEHbIIaNCsA Ha '/, HOPMaIU30BaIOCh MPOLEHTHOE
coziep’KaHHe CerMEHTOsAePHBIX HelTpoduios. Konu-
YeCTBO MOHOIIUTOB IPOJIOJIKAIIO YBEJINUUBATHCS, IIPO-
MCXOJIMJIa HOPMAJIM3aLHUs KOJIMYEeCTBAa 203UHO(DHUIIOB.
Coneprxanue TMMQPOLUTOB OCTABAIOCH TOBBIILICHHBIM,
OJIHAKO HECKOJIBKO HMKE I10 CpaBHEHUIO ¢ I sTamom.
Coxpansinacsk Beicokast COD. Bee yka3aHHble U3Me-
HEHMsI MPaKTUYECKU MOBTOPSUIN MPEABLAYIILYO JEHKO-

Tabnuua 2
nporHOCTW-IECKaH SHAYUMOCTb SPUTPOLUUTAPHbIX UHAEKCOB No AaHHbIM ROC-aHanu3sa
MokasaTenb AUC Cut-off value Se Sp 95% AN p-3HayeHue
MCV 0,703 76,0 80,6 62,5 0,560-0,882 0,038
MCHC 0,532 34,0 32,4 84,2 0,446-0,617 0,339
MCH 0,561 26,4 75,0 43,7 0,416-0,698 0,309
RDW 0,639 24,0 83,3 47,3 0,541-0,737 0,307

Mpumevanne. AUC — nnowaab nog kpusoii; Cut-off value — Touka oTceveHunsi; Se — 4yBCTBUTENbHOCTb; Sp — cneunduyHoCTb.
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rpaMMy, C TOH JIMIIb pa3HULEH, YTO OTMeYasach He-
KOTOpasi MOJIOKUTENIbHAS AUHAMUKA €€ [ToKa3aTesei.

B ¢aze nonnypun 1eHKOIUTO3 COXpaHsICs, HENO-
CTOBEPHO CHM3UBUINCH 10 CPABHEHHUIO C MEPUOJOM
HayalbHOIO JUype3a, ypOBEHb MOHOIIUTOB OCTaBall-
cs noBelieHHbIM. MSIC Ha naHHOM 3Tare cHukaics
BJIBO€, OJTHAKO, MPOJIOJIKaJ peBbIIaTh HopMmy. Komu-
YeCTBO CETMEHTOSAICPHBIX HEUTPO(DUIIOB OBLIO OJIM3KO
K HOpMe. D03MHOIEHNUS COXPaHsIIach IPAaKTHUECKH Ha
npekHeM ypoBHe. OTMe4anoch HEKOTOpOE yBeJlnde-
HUE KOJIMYECTBA TMM(OLNTOB, CONOCTAaBUMOE CO 3Ha-
YeHUAMH HA4aJIbHOTO 3Tamna uccienoBanus. Bospac-
Tajta COD. CnenoBarenbHo, 1 Ha JanHoM stane OITIT
Jeifikorpamma JieTel oTpakana pa3BepHYTYHO KapTH-
HY BOCMAJIHUTEIBHOIO Mpouecca. Takoe NpoIoHTHpo-
Banue BocnasneHus npu OIIIl Mbl oObsicHSIEM psigOM
MIPUYUH: TPOBOCHAIUTENIBHOE AEHCTBUE FeMOINAIIH-
3a, OKa3bIBAIOLIETO HA OPraHU3M OOJBHOTO BIHMSHUE,
0003HaUaEMOE KaK «OKCHUJATUBHEIN cTpece» [13, 14],
JUIUTEIbHOE HAaXOX/IEHNE KaTeTepOB B IIEHTPAIbHbIX
BEHAaX, aKTUBHUpYIOLIee BIMsSHIE Ha HeHTpoduIibl He-
KOTOPBIX PacTBOPOB /151 UH(Y3UOHHOH Tepanuu [15],
pasBuTHE MHOEKIUOHHBIX OCJIOKHEHHH.

B ¢aze k1MHUYECKOT0 BBI3IOPOBICHUS COXPaHSLI-
Csl yMEPEHHBIN JIEHKOLIUTO3 C MOBBIIIEHHBIM COJEP-
JKaHHEM MOHOIIMTOB, JTUM(OIMTOB M MaJOYKOAIEeP-
HBIX HeHTpodwmioB. Benenctue 3Toro cCHMXaaoch
MPOIIEHTHOE COJIEp)KaHUE CErMEHTOANEPHBIX HEeM-
tpodmiios. UAC npeBblan HOpMaIbHOE 3HAYCHUE B
1,5 paza u 10 CpaBHEHMIO C MPEBLAYIIUM TAIIOM CHH-
suics b Ha 10%. Conepxanue 303MHO(HIIOB J10-
CTHUTajo CaMbIX BBICOKMX 3HAu€HHH, OJHAKO OCTaBa-
Joch HUKe HopMmbl. COD yBenuunBaiace. [lpu cormo-
craByieHuH Jieiikorpammsl aereit ¢ OIIII ¢ n3menenus-
MU IpH HOPMAJIbHO Pa3BHBAIOIIEMCSI BOCHIATUTEIbHOM
MIPOLIECCe CTAHOBUTCSI OYEBHUIHBIM, UTO Ha 4-i1 Heze-
ne 3aboneBaHus JeHKorpaMma JeTel npu oaaronpu-
arHoM TedeHnn OIIII mpuoOperana cxoacTBo co cra-
Jmei nepesnoma 3adosieBanus. OTIHYHe 3aKITI0YaI0Ch
JIMILB B TOM, YTO YPOBEHb CErMEHTOSAEPHBIX HEUTPO-
(uUII0B OCTABAJICS HMYKE HOPMBI 32 CUET MOBBIIIEHHOTO
COAEPIKaHMS MAIIOYKOSIIEPHBIX HEHTPO(UIIoB.

B nepuone onuroanypuu B rpymie aerei ¢ Heona-

ronpustHeiM pa3zButueM OIIII, B oTnuuue oT BHIKUB-
LIUX, HE OTMEYAJIOCh MOBBIIICHUS YUCIa MOHOLIUTOB.
YpoBeHb 303UHO(DUIOB ¥ JIUM(OIUTOB OBbLI JOCTO-
BEPHO HUKE, 4eM npu OnaronpusitHoM teaeHun OITIT.

Ha 2-i1 Henene 3aboieBanus y JeTel 3Toi rpyri-
bl yeyryomsuiack MoHotuToneHus. USC npakruye-
CKM HE M3MEHSICS, OJIHAKO BO3PACTalO0 CONEpKAHUE
IOHBIX opM He#Tpodmnos. Yncno 1umMpouuToB mo-
HUKAJIOCh HUXKE HOPMBI. Pe3Ko ycunuBaiach 303MHO-
nernst. COD ObL1a cormocTaBUMa 0 3HAYEHHIO C TPyYII-
MOM BBDKUBILMX JETEH.

Ha 3-i1 Henene 3a0oneBaHus JIEHKOLUTO3 CTAHO-
BUJICS MEHEE BBIPAKEHHBIM, OHAKO MPEBHIIIA 1aH-
HBIH MOKa3aTesb B IPyIIe BbLKUBIIUX aetTeil. Comep-
’KaHHE MOHOITUTOB OCTAJIOCh MOHMKEHHBIM. CTEnIeHb
SIIEPHOTO CABUTAa YMEHbIIATach U COOTBETCTBOBAJA
UAC BeokUBIIMX JeTell. DO3UHOMEHUS NpOoaoKaia
ycunuatbes. Hapacrana CO3. Ha atom gone orme-
4aJI0Ch HEKOTOPOE MOBBILLIEHUE TPOLIEHTHOTO CONEP-
YKaHUsSI TUMQPOIIUTOB.

Ha 4-i1 Herene HaOMIOEHUS] OTHOCUTEIILHO HEBBI-
COKHMH JIEMKOLMTO3 COYETAJICS C YCUIEHUEM MOHO-
LUTONCHUH, JOCTUTAIOIIECH HA JAaHHOM 3Tale MUHU-
MaJIbHOTO ypOBHS. CHMKAJICS MPOLIEHT CErMEHTOsI-
JICPHBIX HEUTPO(DHUIIOB, U JICHKOIUTO3 ObLT 00YCIIOB-
JICH B OCHOBHOM BO3pacTaHUEM KOJIMYECTBA HE3pE-
nbIX popm HeliTpoduios. BHoBe Bo3pactan UAC, no-
CTOBEPHO MPEBBIIIAS AHAJIOTUYHBIN IOKA3aTENb Y BbI-
JKUBIIMUX JIETEH.

Takum 00pa3oM, U3MEHEHUS JICHKOTPaMMBbI Y Jie-
teii ¢ OIII Ha Bcex 3Tanax jeueHuUs SIBISUIUCH OTpa-
JKEHUEM BOCHAIUTENBHOIO nporecca. OgHako TuHa-
MHKa JIEHKOTpamMM CYIIECTBEHHO OTJINYANIach B 3aBU-
CHUMOCTH OT IIPOTHO32 3200J1eBaHusl. Y BEIKUBIIHX JIe-
Tell K MOMEHTY OCTYIUICHUSI B OT/ICJICHUE UHTCHCUB-
HOM Teparuu U3MEHEHUS B JICHKOIUTapHOU (hopMyIie
HMMEJU CXOJICTBO C Pa3BEPHYTON KapTHUHONU HOPMAJIb-
HO IIPOTEKAIOIIEr0 BOCHAIUTEIBHOIO MpoLecca, U K
OKOHYaHUIO MEepUoJa MOJUYpPUH, T.€. K Ha4aly Mepu-
0/1a KIIMHUYECKOT'O BbI3I0POBIICHHUSI, OSIBISUIUCH MTPU-
3HAKU Pa3pelleHrs BOCIATUTEIbHON PEaKLUU.

B npoTtuBOBec 3TOMy B TpyIIIe AeTel ¢ HebIaro-
MPUSTHBIM IIPOTHO30M U3MEHEHHUS JCHKOrpaMMbl HO-

Tabnuua 3
AuHamuka nuMm@poLUTapHOro UHAEKCcCa B 3aBUCUMOCTHU OT nepuoga u ucxoga oOnn
n onn
;gg;"' NN B rpynnax Mpw noctynnexHnn | m eproas! m m
1-9 0,710,038 0,62+0,10 0,76+0,05 0,65+0,04 0,74+0,06 0,74+0,08
2-9 0,52+0,02 0,61+0,08 0,55+0,04* 0,47+0,04* 0,56+0,06 0,47+0,05
p 0,000002 HA, 0,004 0,001 HA, 0,017

MpumMeyaHre. * [OCTOBEPHbIE PA3NNYUS NoKa3aTeNen No CPaBHEHNIO C nokasartenem npu noctynnenunn (p<0,05); I-1V — nepuoapl OMMM; p —

pasnuuna mexay rpynnamu; H, — pasnmuns HeOCTOBEPHBI.
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Tabnuua 4
3HavyeHue numdbounTapHOro MHAEKca
B 3aBUCUMOCTM OT npuyiunHbl OMMN

MpuymnHa OMMMN JInmdpoumTapHbIin IHOEKC
[eMoNNTUKO-ypeEMMYECKNI CUHOPOM 0,67+0,02
OcTpbIli rnomepynoHedpuT 0,18+0,04
OCTpbI NHTEPCTULMANbHBIA HepPUT 0,81%0,08
OcCTpble KNLEYHbIE MHDEKUMN 0,39+0,03
BonesHb Mowwkosuy, (TTIT) 0,57+0,14
OHko3a60neBaHNst 0,28+0,04

CHJI XapakTep Pa3BEPHYTOTO 3aTsHKHOTO BOCIAJH-
TETHLHOTO MPOIECCca, He UMEIOIIETO IPU3HAKOB pa3pe-
mieHus. Yke Ha HauaiabHoM 3tane OINI y Hux dop-
MHUPOBAINCH HETaTUBHBIC U3MECHECHUSI JICHKOTPAMMEI,
JTAIOIIe OCHOBAHUE TIPEIONIOKUTE TallbHEHIIIee He-
OaronmpuATHOE TEUCHHE TTATOIOTUUECKOTO TIPOoIIecca.
K HuM crieyer OTHECTH OTCYTCTBHE MIPUPOCTA YHCTIA
MOHOITUTOB, TUMQOIIUTOB M BBIPAXKECHHYIO 303UHOTIC-
HUI0, KOTOPBIC HE NMEJTH TCHACHIINY K HOpMaTH3aI[i!
JIM00 yCYryOJIsUIMCh B XOJIC Pa3BUTHUs 3a00JICBAHMUS.

Jlnmonmrapusiii uaaexce (JIN) npeacrasuser ot-
HOILIEHUE YHCIIa JTUM(POIIMTOB K YUCITy HEHTPO(DHUIIOB
B mepudepuuecKkoil KpOBH U OTpakaeT HaIpPSIKCH-
HOCTH KJICTOYHOTO 3BeHa UMMYyHHUTEeTa. MBI ompene-
JIITH JTAM(OLIUTAPHBIN UHACKC Y BCEX HAOIONABIIIHNX-
csa nereit. Cpennee 3nauenne JIM B 1-if rpymme me-
Tel OBIO JOCTOBEPHO BHIMIE, 4eM Bo 2-i (0,71+0,03
u 0,52+0,02 coorBercTBeHHO, p = 0,000002), omHako
JMMHAMUKA 3TOTO TIoka3aTelis rmo nepuogam OITIT nve-
Jla CYIIECTBCHHBIC PA3INUUs B 3aBUCUMOCTH OT IIPO-
rHo3a (Tadim. 3).

[lepBonauanpubie 3HaueHus JIW (mpu mocTyruie-

100[™
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60"

Sensitivity

40~

20

[0 I T N ISR ST ST |
40 60
100-Specificity

a
Area under the ROC curve = 0,528; Standard error = 0,047; 95%
Confidence interval = 0,448 to 0,607.

Sensitivity

HUM B CTAllMOHAP) y AeTei 00enx rpym OblIx paBHO-
3HAYHBI, OJHAKO Ipu OnaronpustHoM pazsutuu OINIT
y’Ke CO BTOpOIi HeZleN 3a001eBaHHs OTMEYaioch To-
creneHHoe nossieHue JIM, coxpanstomneecs 10 Ha-
CTYIUIEHUS NIEPUOJA KIMHUYECKOTO BBI3IOPOBIICHHUS,
TOTa KaK y JeTei 2-i rpyIbl B OCIEIYIOUTUE IEPU-
ofibl 3a00JIeBaHUsl OTMEYAIIOCH elle 0oJiee BhIpakeH-
Hoe cHikenue JIN.

IIpuBenennsie 3Hauenus JIU sABisAOTCA cpeaHUMUA
JUTSI UICCIIEI0BAHHBIX TPYIIIT ACTEH, OTHAKO HE OTpaka-
IOT CTENEHb HAPYIIEHUS KJIETOYHOTO 3Be€HAa UMMYHHU-
teta B 3aBucuMoctu ot npuunnsl OIII. Yeranosneno,
YTO Ha 3HAUYCHUE JAHHOTO MOKA3aTelsl OKa3bIBaeT He-
nocpezacTBeHHoe BimsiHue Ho3osorust OI1IT (tad. 4).

[Tony4yenHble JaHHBIE TOATBEPKAAIOT BBICOKOE 3HA-
YEHUE UMMYHHBIX PAaCCTPONCTB B Pa3BUTUU HEKOTO-
pBIX 3a0oneBanuid, nexxamux B ocose OIIIT y nereit
(ocTpelii moMepyinoHepUT, OHKOJIOTHYECKUe 3a00-
JICBAHUSI TTOCJIC XUMHUOTEPAIIHH).

B T0 3xe BpeMst HesiCeH MeXaHU3M U IPUYUHBI CHU-
xenust JIN y nereit ¢ ocTpbIMH KMIIEYHBIMHU HH(EKIIU-
SIMH, 4TO TpeOyeT NajJbHEHUIIeTo BBISICHEHUSI.

ROC-ananu3 nokasai, yTo HaJIeXkKAbl HA CTATUCTH-
YECKHU 3HAYUMYIO IPOrHOCTUYECKYO0 LIeHHOCTh JIM Ha
panneii craguu OIIII He onpasnanuck. Cyauts o Be-
posatHoM nporHo3e OIIII o aToMy noka3aresnto Mox-
HO OBLIO TOJBKO CO 2-1 Henenu 3a0oneBanus (puc. 2).

CocrosiHME T'yMOpPaIbHOTO 3B€Ha UMMYHHUTETA (CO-
JIepyKaHUE CBIBOPOTOYHBIX UMMYHOTIIOOYJIMHOB KJIac-
coB G, M u A) uzyueno Hamu y 30 feteli B HA4aIbHOM
nepuoje OIIII paznu4HON 3THONOTHH C LENbIO BBISC-
HEHUS UX KIMHUYECKON U MPOrHOCTUYECKOM 3HAuu-
MocTH (Tabm. 5).

100
80
60
40

20

[0 i SR EEPRIN IR RS SN
40 60 80 100
100-Specificity

Area under the ROC curve = 0,663; Standard error = 0,053; 95%
Confidence interval = 0,565 to 0,752; Difference between areas =
0,135; Standard error = 0,076; 95% Confidence interval =-0,014
to 0,283; Significance level P = 0,075.

Puc. 2. ROC kpuBasi OLgHKM NPOrHOCTUYECKOM 3HAYMMOCTU nuMmdoumnTapHoro nHaekca y aeteii ¢ OMM (a — 1-a Hepensa 3abonesa-

HuS; 6 — 2-9 Hepensa 3aboneBaHns).
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Tabnvua 5
YpoBeHb MMMYHO100YJIMHOB B CbIBOPOTKE KPOBM Yy AeTel ¢ OMMM B 3aBucuMoOCTU OT ee ucxoaa
Hetn c ONmn
MokasaTenb ﬂ,OHOpr 1-9 rpynna 2-9 rpynna
MepnaHna (MMHMMymM—mMakcumym), n=65 | MeguaHa (MUHUMYM—Makcumym), n=34

IgA, r/n 1,82+0,21 1,00 (0,12-3,80)* 0,80 (0,32-2,42)*#
IgG, r/n 14,52+0,90 11,37 (5,30-29,20)* 7,50 (1,60-24,50)**#
IgM, r/n 1,93+5,209 1,26 (0,45-3,60)* 1,20 (0,20-3,68)*
LMK, OlNx1000 72,20+8,10 58,00 (2,00-269,00)* 65,00 (8,00-181,00)*

MpumeyaHune. * [OCTOBEPHOE pasnmyne C nokasatensiMmmn JOHOPOB; # OCTOBEPHOE pasnuyme C rnokasartensamu 1-i rpynnbi.

Tabnuua 6
MporHocTuyeckasa 3Ha4MMOCTb NMNoKasaTene MMMYHOrpamMmmbl y geteii ¢ OMn
no gaHHbiMm ROC-aHanusa
MokasaTenb IgA IgM LIMK
AUC 0,623%0,058 0,739£0,050 0,550+0,060 0,520£0,062
95% [N 0,520- 0,718 0,641-0,822 0,447-0,650 0,417-0,621
P 0,072 0,0012 0,279889 0,410124
YyBCTBUTENBHOCTb 75,38% 61,54% 81,53% 26,15%
CneunduyHoCTbL 50,00% 79,41% 41,17% 94,11%
Optimal cut-off value 0,76 9,96 0,90 33,00

VY Bcex 00cIea0BaHHbIX IETEi OTMEUEHO CHU)KCHHUE
CBIBOPOTOYHOI'O YPOBHS BCEX UCCIIETOBaHHBIX UMMY-
HOIJIOOYJIMHOB, YTO SIBJISUIOCH OTPayKEHHEM HMMYHHO-
ro qucrpecca. Oco00 3HaYMMBbIE OTKJIIOHEHHSI OT HOP-
MBI BhIsIBIEHBI B Kiacce [gG u IgA, nipu aTom y ne-
Teit 2-i rpynmsl yposeHs 1gG 6bu1 B 2,1, a [gA—B 1,9
paza HI>Ke HOPMBI.

VYuursiBas, uto IgA ABISIOTCS IIABHBIM KJIACCOM
HMMYHOITIOOYJIMHOB CEPO3HO-CIM3UCTHIX CEKPETOB
(cnrona, oTHENIsIeMOE CIAM3UCTBIX 000I0UEK AbIXaTelb-
HBIX U MOYETIOJIOBBIX TyTe) [16], moyd4eHHbIe qaH-
HBIE MOTYT OOBSCHUTB BBICOKYIO ITOJIBEP’KEHHOCTB JIe-
teit ¢ OIIll nH(EeKIHOHHBIM OCIOKHEHHSAM CO CTO-
POHBI OPraHOB JBIXAaHUSA W MOUYEBBIBOASIINX ITyTEH.
Takum 00pazoM, HapyLIEHUS] IMMYHHUTETA y ACTEH ¢
OIIIT HOCAT BBIpaXXKEHHBIN XapakTep, 3aTparuBas Kak
TYMOPAJIBHBIH, TaK ¥ KJIETOUHBIN KOMIIOHEHTHI UMMYH-
Holi cucteMbl. OCOOCHHO TSKeIbIe PACCTPONCTBA UM-
MYHOJIOTHUECKOM 3aIINThI HAOMIONAIOTCS Y AeTel ¢ He-
onaronpusTHeIM pazsutueM OIIIL, uyTo mo3BossieT Ha
OCHOBE PaHHETO BBISBIECHUS HMMYHHBIX HapyIIeHUH
nporaozuposats ucxon OIIII n onpenensaTs TakTUKY
MMMYHOMOAYJIUPYIOIIEH Tepannu.

ITo manaeiM ROC-aHanu3a CTaTUCTHYECKH HO-
CTOBEPHYIO IIPOrHOCTUYECKYIO 3HAYMMOCTh B OIpe-
nenenun ucxona OIIIl y nereit umeer yposens IgG
(Tabm. 6).

OBCY>XXAEHUE

B omimume ot knaccuveckoi reMorpaMmbl, Ipes-
noxxeHHod B 1931 r. V. Schilling, npencrasnennsle
HaMH Pe3yJIbTaThl UCCIeA0BaHUS nepudepryuecKoi
kpoBH y aereit ¢ OINII oroOpakaroT He TOTBKO KOJIH-

YECTBEHHYIO W Kaue€CTBEHHYIO XapaKTePUCTUKY (op-
MEHHBIX DJIEMEHTOB, HO TaK)K€ MHTErpajIbHBIE TeMa-
TOJIOTUYECKHE WHJIEKCHI, TO3BOJISAIONINE OIICHUTH CO-
CTOSHHE HecTeNU(pUIecKoil pe3UCTEHTHOCTH Opra-
HU3Ma, MHTEHCUBHOCTh W XapaKTep BOCIAUTEIHHO-
ro mporecca [17].

HopwmanbHoe cymiecTBOBaHHE YeTI0BEUECKOTO Opra-
HU3Ma BO3MOKHO JIMIIb TIPU YCIIOBHUU €T0 HENPEPHIB-
HOW alanTaIyy K pa3HOo0Opa3HbIM BO3ICHCTBHAM. DTa
3aKOHOMEPHOCTH, 00Hapy>keHHast JI.X. ['apkaBu u co-
aBT., XapaKTEPHU3YETCs TEM, YTO OPTaHU3M MT0-Pa3HOMY
pearupyer Ha pazapakeHus pa3IHIHON CHITBL, (DOpMU-
Pys B K&KJIOM OTIIEIHHOM CITy4ae YHUKAIbHBIA Tpo-
¢mp OMOXMMHUYECKUX TI0Ka3aTesel, ypoBHS TOpMo-
HOB, TOKa3arejeil mepudepudeckoil kposu [18]. B
OOJBITIHCTBE CITydaeB M3MEHEHUS HecTieITu(puaecKon
PE3UCTEHTHOCTH OpTraHU3Ma MPUBOAST K U3MEHEHUSAM
JEHKOTpaMMBl KPOBH, KOTOpasi OTPaskaeT MHTErpajlb-
HBIE XapaKTEPUCTUKHA BCEX CUCTEM, (DOPMHUPYIOITIX
Hecrienn(uyecKue aJanTalioHHbIe PEeaKIni Opra-
HU3Ma, ¥ COOTBETCTBYET aJalTallHOHHON «peaKinu
nepeaktuBanum» [19].

YHUKJTBHBIN TIPO(UITH JTab0paTOPHBIX MTOKa3aTe-
Jiell B COYETAaHWH C KIMHUYECKUMH IPOSBICHUSMU
(bopmupyeT cCBO€0OPa3HYI0 «KITMHHYECKYIO KapTHHY»
WHIUBUIYaJIbHOHN alanTalMOHHOW peakluy Ha 1aTo-
JIOTMYECKHU TIpoliecc.

OnHako OIMH U TOT K€ NaTOJIOTMYECKUI IIpoLece
MMeeT HECKOJIFKO BApUAHTOB HCX0/1a (BBI3ZIOPOBIICHHE,
CMEPTh, TIEPEXOJT B XPOHUUECKYTO (hOpMY), UTO COTIPO-
BOXKIA€TCS, B CBOIO OYepe/lb, N3MEHEHHMSIMH YPOBHS
aJanTalMOHHON peakiuy. B Hanem cityuae KinuHuve-
CKO€ 3Ha4Y€HUE OILIEHKH a/IalTAllHOHHON PeaKIIny KPo-

83



ISSN 1561-6274. Hedponorusa. 2012. Tom 16. Ne3 (Bbinyck 2).

BY BUJIUTCS B TOM, YTO CPAaBHUTEIIbHBIN aHATIU3 TeMa-
TOJIOTUYECKUX Mpoduiiel 1 HHAEKCOB B JMHAMHKE O~
3BOJISIET ONpeneNuTh BeposaTHbIN ncxoy Ol y nereit
U mpearnonaraeMble 00beMbl TepallMi Ha OCHOBE JI0-
CTYIHBIX U OTHOCHTEJIBHO JICIIEBBIX J1AOOPAaTOPHBIX
HCCIIENOBAHUN C UCIIOJIB30BAHUEM IIPOCTHIX MATEMa-
TUYECKHUX PACYETOB.

SAKJTIOMEHUE

JlnHamu4eckoe ucciieJoBaHue IoKazaresie remMo-
CPaMMBI C OMPEIeICHUEM SPUTPOLUTAPHBIX U JCHKO-
LUTApHBIX UHAEKCOB U U3yueHue ypoBHel IgA, G u
M no3BosisieT nporuo3uposars TedeHue u ucexo OIIII.
[IporHocruyecku HeOIATONPHUSITHEIME (hAKTOPAMHU €€
TEUEHUs y JIeTeH SBISIOTCS JTUTEIbHO (OoJee 2 He)
COXPaHSIOUINICS MUKPOLIUTO3, CHUKEHUE JTIUM(OLIH-
tapHoro unjaekca meree 0,31 u OTCyTCTBHE €ro npu-
pocTa B JUHAMHKe, CHUKeHue ypoBHel IgA u IgG B
CBIBOPOTKe KpoBU Ha 50% u Goiiee OT HOPMAIIbHBIX
3HAYCHUH, a TAK)KE U3MEHEHUS JIEHKOTPAMMBI 10 THITY
XPOHHYECKOTO BOCHAIMUTEIBHOTO Tpoiiecca 0e3 mpu-
3HAKOB €r0 TePMHHAIMU Ha (JOHE MOHOIUTO-, JTHM-
(ho- u 303uHONECHNHU. J[MarHOCTUYECKUE BO3MOMXKHO-
CTHU COBPEMEHHOM reMOrpaMMBbl 10 KOHIIA HE UCTIOJb-
30BaHEbI, U TIIATEIbHAS OIICHKA I'€MaTOJI0TMUECKHX I10-
KazaTeliel U MHTErpajbHbIX TeMaTOJIOTHYECKUX HH-
JICKCOB, HA OCHOBE JIOCTYIHBIX U JCIHIEBBIX JIabopa-
TOPHBIX UCCJEIOBAHUMU, YK€ B HAYAJIbHBIX CTaIUAX
3a00JieBaHMsl JIa€T BO3MOXHOCTh OIICHHUTH IEPCIICK-
TUBBI €r0 PA3BUTHSI U MPEIoIaraeMbie 00bEMbl UH-
TEHCUBHOH Teparuu.
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XAPAKTEPVICTUKA M30/TMIPOBAHHOW BAKTEPUYPUW Y LETEN
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CHARACTERISTIC OF ISOLATED BACTERIURIA IN CHILDREN

'Kadepnpa dakynstetckoin negmatpumn OpeHByprckoi rocyaapcTBEHHON MeANLMHCKON akaaeMum, 2MIHCTUTYT KNETOYHOIO Y BHYTPUKIETOYHO-
ro cumbuosza YpO PAMH, r.OpeHbypr, Poccus

PEDEPAT

MHdekumnsa moyeoii cuctemsl (MMC) — Hanbonee pacnpocTpaHeHHas NaTonorns 4eTckoro so3pacta. KnoyeBbiM Npu3Hakom
MHOULMPOBAHHOCTN MOYEBOTr0 TpakTa siBnsieTcs 6aktepmnypusi. OCHOBHbIM TabopaTopHbIM MeTOoA0M 06cnenoBaHns 601bHOro
¢ nopo3pexHneM Ha MMC saBnaetcs Mnukpobuonornyeckunii aHanna modm. OnpeneneHsbl MMKPOOUONOrnieckme 0COBEHHOCTH
MMC y peTtein OpeHbYprckoro pervoHa 1 npeasioxXeHbl METOObl OLLEHKW 3TUONOrMYECKON 3HAYMMOCTN YPOdiopbI.

KnioueBble cnoea: 6akrepuypus npu nuenoHedbpute, N301MpPoOBaHHas 6akTepuypus nNpy KMLWeYHoM Aucbaktepunose,
KOHTaMuHauMsa Mo4Ym, GakTopbl NEPCUCTEHUMN BakTepuii, anropuTm amarHoctmkn MMC.

ABSTRACT

Infection of the urinary system (UTI) is the most common abnormality of childhood. A key sign of urinary tract infection is
bacteriuria. The main laboratory method of examination of patients with suspected UTl is the microbiological analysis of urine.
Microbiological features of UTI in children of the Orenburg region are determined and proposed methods for estimating the
etiologic significance urological flora.

Key words: pyelonephritis with bacteriuria, isolated bacteriuria in intestinal dysbiosis, contamination of urine, persistent bacte-

rial factors, the algorithm diagnosis of UTI.

BBEAEHUE

WNudexnus mouesoit cuctemsr (MMC) — nHanto-
Jee pacnpocTpaHeHHas aTONIOrUs JETCKOrO BO3pac-
ta. KiroueBbIM npu3HakoM HHOUIIMPOBAHHOCTH MOYE-
BOTO TpakTa siBisieTcst Oakrepuypusi. OCHOBHBIM Jia-
00paTOpHBIM METOJIOM 00CIIeIOBaHUS OOIBLHOTO C MO-
nospenrem Ha UMC siBisieTcst MUKPOOHOJIOTHYE CKHUH
aHanu3 Mouu. B Hedponornueckoil mpakTuke Hepea-
KO BO3HMKAIOT TPYAHOCTH IIPU KIMHUYECKOU UHTEP-
IpeTaluy CUHApoMa OakTepuypuu y aereid. Onpene-
JeHbl MUKpoOHonorudeckue ocooenHoct UMC y ne-
Teit OpeHOyprckoro peruoHa u nNpeaaokKeHbl METO/IbI
OLICHKH ATHUOJIOTHYECKON 3HAYUMOCTH Ypodiopsl. [Ipu
BBICEBE MUKPOQIIOPBI U3 MOYH HEOOXOIMMO ITPOBOINTD
nuddepeHIuanbHbI TarHo3 MexXly akTUBHOH cTa-
nueit nuenonedpura, MMC ¢ nzonupoBaHHOl OakTe-
pUypHEH, a TakKe KOHTaMUHAalUeld MOYM MHUKPOOP-
FaHU3MAaMHU, BET€TUPYIOIIUMH B TUCTAIILHOM OTPE3Ke
ypeTphl ¥ (WIK) B IepUypeTpaibHoil obmactu [1-4].
BsuikoBa A.A. 460000, . OpenOypr, yi. Coerckas, . 6. Kadenpa da-
KyJnpTeTckol nepuarpun OpeHOyprckoi rocy1apcTBEHHONW MeIUIMH-

ckoii akagemuu. Ten.: 8(3532) 57-22-64, mo6. Tein.: 8(922) 625-88-75,
e-mail: repmanms@mail.ru

Bakrepuypusi B cou€TaHUU C JICHKOLIUTYPUEH SIBIISI-
eTcs KitoueBbIM JlaboparopHbsiM TectoM UMC. Tlpu-
Ha/IJISKHOCTh BO30OYAUTEICH peHANbHONW WHPEKINH
(muenonedpuTa) K yCIOBHO-TATOT€HHOH MHKpOIIO-
pe — eCTeCTBEHHBIM OOMTATENsAIM KOKHU U CIM3UCTBIX
000J104eK, a TaKkKe TeHJIEHIUs MoKa3aTesi MUKpPOO-
HOM 00CEMEHEHHOCTH MOYM HUXKE KPUTHYECKOH Be-
JUYUHBI, 0COOCHHO Y IETEH paHHETO BO3pacTa, Co3/1a-
10T ONpe/ieIeHHbIE CIOKHOCTHU B JIAOOpAaTOpHOH 1na-
THOCTHKE 3200J1eBaHUs 1 000CHOBBIBAIOT HEOOXO/N-
MOCTb ITOMCKA JIOTIOJTHUTENbHBIX KPUTEPHUEB HHINKA-
IIUU BO3OYIUTEIIS.

Co3nanne JUarHoCTUYECKOro aJlrOpuT™Ma IpH M30-
JIMPOBAaHHOM CHHIpPOME OaKkTepuypuu OyleT Croco0-
CTBOBAThH ONTUMHU3ALINH 00CIIeJOBaHMs OOJBLHOTO U ITPH-
HATHIO a/IEKBAaTHBIX TEPANIEBTUYECKUX MEPOTIPHUSATHI.

HoBsle moaxo/p! K 1a00paTopHOi THArHOCTUKE TIPH
CHUHIpOME OaKTEpUypHH Y JIeTeH BKIIOUAIOT Ompeie-
JIeHWEe BU/a BO30YyAWTEIsl, BUPYICHTHOCTH C HCCIIe-
JoBaHHEM (aKTOpOB OaKTepHaIbHOW MEPCUCTEHIINH,
HaNpaBJICHHbIX Ha WHAKTUBAIMIO MEXaHU3MOB €CTe-
CTBEHHOH Pe3UCTEHTHOCTH MaKpOOpPTraHu3Ma.
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Llenb paboThl — XapaKTEPUCTHKA OAKTEPUYPUH Pa3-
JIMYHOTO TeHe3a y JIeTel v OLICHKa PoJi (JaKTOPOB Hep-
CHCTEHLIMH YPOILITaAMMOB MUKPOOPTaHM3MOB (aHTHITH-
30LIMMHOW ¥ aHTUMHTEP(EPOHOBON aKTUBHOCTH) B UX
muddepenuuannn

BbI0Op aHHBIX OMOJOTHYECKUX XapaKTEPUCTHK
MHKPOOPTaHU3MOB B Ka4€CTBE BO3MOXKHBIX KPUTEPH-
€B MHAMKAIMU BO3OYIMTENsl YpOpeHaIbHOW MH(pEK-
LK HE SBISETCS CIy4aiiHbIM. M3yueHne nmMmmyHoe-
MPECCUBHOI aKTUBHOCTH MHPHLMPYOLIEi MUKPOQIIO-
PBI HCKJTIOUMTENTLHO BAKHO JUIsl HOHUMAHHSI [TATOTeHE-
3a 3a00J1€BaHMi, BEI3BAaHHBIX YCIOBHO-NIATOTCHHBIMU
Oaktepusimi |5, 6].

NMAUUEHTbBI U METOAbI

[Ipu nuenonedpute, KUIIEUHOM JHCOAKTEPUO3E
C CHHIPOMOM H30JIMPOBAaHHOHN OakTepuypun y 00Jb-
HBIX U MPAKTUYECKH 3/I0POBBIX JI€TEH MPOBEIEHO UC-
CJICZIOBAHUE MOYH C BBIICICHUEM U WACHTH(PHUKALH-
€l MUKpPOOPraHU3MOB U W3yYEHHEM OHOJIOTHYECKUX
CBOICTB CEKTOPHBIX ITOCceBOB Mo [oynay ¢ onpenene-
HUEM CTEIIeHH OaKTEePUypHH.

MukpoOuronornuecKkue MUCcCieJOBaHUsI OCHOBBI-
BAJINCh HAa M3y4YEHUHU CBOMCTB y 561 ypomramma
YCIIOBHO-NIATOTCHHBIX OaKTepHii — BO30yaAnuTeNeH nu-
enoHedpura y nereit: y 306 mraMMOB KUIIIEYHOH I1a-
J0YKH, 42 MITaMMOB IpOTesi, 63 MTaMMOB KJIeOCH-
e, 24 mraMMmoB 3HTepobakTepa, 32 ITaMMOB -
TpobakTepa, 9 mMTaMMOB NAaTOIEHHBIX SHTEPOOaKTe-
puil liepcuHui SHTEpOKOINTHKA, 30 ITAMMOB CHHET -
HOMHOH najiouky, 39 MTaMMOB SMHIEPMaIbHOIO CTa-
(uIoKOKKa, 6 ITAMMOB 30JI0TUCTOTO CTa(pUIOKOKKa
1 10 mTaMMOB SHTEPOKOKKA.

I'pynny cpaBrenus coctaBunu 302 mramma Mu-
KpOOPIraHHW3MOB, BbIJENIEHHBIX U3 Moun 140 nereii ¢
KOHTAMUHAIIMOHHON TPaH3UTOPHOU OakTepuypuein
ipu oOcienoBanHuu 583 neTel, NPEeUMYIIeCTBEHHO JI0-
LIKOJIBHOTO BO3pacTa. Y MpakTHYECKH 3/10POBBIX Je-
Tei 4acToTa TPAH3UTOPHON KOHTAMUHALIMOHHOM OaK-
Tepuypun coctaBmia 24+1,8%, y ocTalbHBIX aeTeil
(76£1,8%) moua okazanach CTEPUIbHOW. DTH JIETH
HE MUMEJHU MaToJIONMYeCKOro MO4YeBOro ocajka (Kpo-
M€ OJHOKPaTHOTO BbICEBa MHKPOQIIOpPHI B KOJIHYE-
ctBe 1-10 teic. KOE/Mn MouM) ¥ KIMHUYECKHUX MPH-
3HAKOB UH(DUIIMPOBAHMSI OPTaHOB MOYEBOI CHCTEMBI B
MOMEHT 00CJIeZIOBaHMsI U 110 AaHAMHECTUYECKHUM JIaH-
HbIM. OT Kak10ro pebeHKa npu TPaH3UTOPHOU Oax-
TEpUypuu OHOJIOTHYECKHE CBOMCTBA ONPENEISUTUCD
y 2—3 KOJIOHMH, BEIPOCHIMX Ha KPOBSIHOM arape. Bu-
JIOBO COCTaB IIPH TPAH3UTOPHON OAaKTEPUypUH ObLI
MpeacTaBieH mraMmamu siepuxuit (124), knedeu-
e (20), npotees (16), uutpobakrepa (12), MUKpO-
KoKKa (8), snuaepmanbHoro craduinokokka (70), 30-
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JoTUCTOTO cTadmiokokka (6), suTepokokka (30) u
aruHeToOakTepa (16).

N3y4enue OMOIIOTHYECKUX XapaKTePUCTHK MUKPO-
(bopsl IPU U30JUPOBAHHON OAKTEPUYPHH TPOBOIH-
J0Ch y 46 IITAMMOB 3HTEPOOAKTEPHUil M IICEBIOMOHA],
BBIJICJIEHHBIX M3 MOYH JIETEH C KUIIEYHBIM IUCOaKTe-
puosoM II-III crenenn.

VY BbII€TIEHHBIX MUKPOOPTaHMU3MOB 110 OITCaHHBIM
MeToAuKaM [7, 8] ompenesnieHbl MapKepbl IEPCUCTEH-
UM aHTWIM30LMMHAsl aKTUBHOCTh M CIIOCOOHOCTD
¢bopBl K MHAKTHBALMHM aHTHOAKTEPHAIbHOM COCTaB-
JSIOILEH Ipenapara 4yesloBe4eCKOro JEHKOLUTAPHOTO
uHTepdepoHa (aHTUUHTEP(EPOHOBAs AKTUBHOCTD).

Mapkepbl IepCUCTEHIINH HCIIOIb30BAINCh HAMHU
JUIS TOKa3aTesIbCTBA 3TUOJOTHUECKON PO MUKPO-
¢opsl MOuM NpY NUeNoHePpUTE Y ACTEH ¢ HEBBICO-
KOH CTEeTeHbI0 OaKTepHypUH — B IMana3zoHe oT | ThIC.
10 10 teic. KOE/mn mouwm [9, 10]. Marepuaisl, moiy-
YEeHHBIC B Pe3yJIbTaTe MCCIENOBAHHI, MOABEPTHYTHI
CTaTuCTU4eCcKoi oopaboTke [11].

PE3YJIbTATbI

Ha nepBom sTane paGoThI MPOBEACH aHAU3 OaK-
TepUypHH y neteit npu nuenonedpure. [lo pesynbra-
TaM UCCIIeIOBAaHUIN POCT BO3OYyIUTEs MHEIOHEPH-
Ta Ha MUTATEIbHBIX CPE/IaX B JIMATHOCTUYECKHU 3HA-
yumoii koHeHTpanuu (> 100 teic. KOE/Mi Mmoun)
nonyuen y 73,2+2,4% nereii 6e3 yuera ux Bo3pac-
Ta; pexe y Jetei nepBoro roaa xu3nu (50,84+6,3%).
VY nereil paHHero, AOLIKOJIBHOTO U IIKOJIBHOTO BO3-
pacTa BbICOKas CTEIeHb OAKTEpUypPUH OTMEYAIach ¢
OounbIiei yactotoit — B 72, 79 u 81% wnabmroaeHuit
COOTBETCTBEHHO.

Ot4derTnuBasi TCHJICHIIUS K HU3KOMY MUKPOOHO-
MY YMCITy MOYH BBISBJICHA HAMU TIPH MIPOTSHHOMN 110-
4eyHOW MH(EKIMK: cojepKaHue OaKTEepHil B Tpesie-
nax 1-50 teic. KOE B 1 Mu1 Moun Hab1r012)10Ch HE3a-
BHUCUMO OT Bo3pacta y 53,8+6,9% OOJIbHBIX, IOCTH-
rast BeIM4uHbl 66,6+8,2% y nereit rpyaqHOro Bo3pac-
Ta. B cpaBHEHMH ¢ TPOTEHHBIM MTUEIOHEPPUT dIICPH-
XUO3HOHN ATHOJIOTUU XapaKTepu30Baycs 0oJiee BbICO-
KOH MUKPOOHOI 00CEMEHEHHOCThIO MOYH: OaKTepHy-
pust 100 thic. 1 6onee KOE B 1 Mt MOun umena mecto
y 163 nereii u3 203 (80,3+£2,3%) nipu BeICEBE U3 MOYHU
KHIIeYHOH nasiouku. [IceBaoMoHaIbl y HaOIFOIaeMbIX
0OJIBHBIX BBICEBAIKMCH B MAJIOM KOJIMYECTBE — B TPe-
nenax or 3 7o 10 teic. KOE/mMi moun.

BriceB MUKCTHOW MH(EKIIMU U3 MOYU 3aTPY/IHS-
€T pElICHHE BOMPOCa O TOM, KAKUM MMEHHO BHJIOM
MHUKPOOPraHU3MOB 00YCIIOBJICHA KIMHHYECKAs Kap-
TrHA 3a00sieBaHus. COrTaCHO HAIIMM HAOIIOICHUSIM,
ACCOLIMATHBHBIN XapakTep MUKPO]IOPHI IIPH MHEII0-
HedpuTe y IeTeH BBISBICH TOJILKO B 1% HAOIFONCHU.
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Cronb peakoe BBISBICHUE MUKCTHOM PEHAJIILHOW WH-
(dexuuu y netei, BKIIoyas JeTed rpyIHoro Bo3pacTa,
MBI OOBSICHAEM CTPOTUM COOJIIOICHUEM TpaBHil cOO-
pa Mo4H Ha OaKTEPUOJIOrHYECKH aHaIu3 (10 Hayana
aHTUOAKTEepUAILHOH Tepanuu, Mocje NoAMbIBaHUS pe-
OeHKa, U3 cpeHel NOPLUKUU MOYU IPU €CTECTBEHHOM
MOUEHCITYCKaHHH, I10J] KOHTPOJIEM MEICECTpPHI JeT-
CKOTO He()pPOIOTNYecKOro OTACIEHUs, Y AeTeil mep-
BOTO ToJIa KU3HU — MOCIIe MPOOYKACHUS I BCKOPE
MocJie KOPMJICHHS).

BrLsBiieHBI JOCTOBEpHBIE OTIIMYHMS MEXKAY DHTE-
poOaKkTepusMHU U TPaMIIOJIOKUTEIbHBIME KOKKAMH B
4acToTe MITaMMOB, HHTHOUPYIOLIMX JH30LHM, U KO-
JMYECTBEHHON XapaKTepUCTUKE NMpHU3HaKa. AHTHIU-
30LMMHAasl aKTUBHOCTh OKa3ajach HauOoJjiee BbIpa-
KEHHOW y IITaMMOB 3HTEpOOaKTepHii: BCTpeyaiach
y 78,7+2,1% KIMHUYECKUX IITAMMOB, BHI3bIBAIOIINX
UesoHe(ppHUT, TOrIa KaK y KOKKOBOH MUKPO(IIOPHI aH-
THJIM30LMMHAs aKTUBHOCTB BBISIBIISUIACH B 5 pa3 peske
(y 14,5+4,7% mrammos, p < 0,001), u cpenHss Benu-
YHHA MPU3HAKa B 3 pa3za MEHbILe, YeM B TPYyIIe H-
tepobakrepuit (1,5+0,1 mxr/mi npotus 4,2+0,1 Mkr/
M, p <0,001). Cpennsis BeTu4MHA aHTHIIM30LUMHON
AKTHUBHOCTH y SHTepoOaKkTepuii Ob1a HanOOIbLICH Yy
mpoteeB (5,1£0,2 MKr/mi1) © MUHUMAJIBHOH Y IIUTPO-
oakrepa (1,9+0,1 Mkr/mi).

B rpymme rpaMnosnoKuTebHbIX KOKKOB HHAKTHBA-
Lus Tu3onuMa Obuta 00yCIIOBIIeHa TOJIBKO ypOLITaM-
MaMH 3nujiepMalibHOro craduiokokka (20,5+6,4%
AKTHBHBIX KYJIBTYp € ypoBHeM nipusHaka 1,5+0,1 mMxr/
mi). Cpear KIIMHUYECKUX IITaMMOB SHTEPOKOKKA 1 30~
JIOTHCTOTO CTa(UIOKOKKA, H30JUPOBAHHBIX M3 MOYH
OOJILHBIX MUEIIOHE()PUTOM, HE HAIEHO JTU30IMMHUH-
THOUPYIOLINX KYJIBTYP.

AHTHUHTEpEPOHOBAst aKTUBHOCTH Y IITAMMOB Ce-
MeicTBa SHTEpOOaKTepUil IPH MUeOHePpHUTE Y AeTe
BCTpeYaIach Takxke ¢ 00JbInoit yactotol (88,9 +1,4%)
¢ ypoBHeM nipusHaka 4,8+0,1 EJI. Cpenu kinedcuernn
U KUILEYHBIX HepCHUHUH BCe ITaMMbI OakTepuii nMe-
J¥ aHTUUHTEPPEPOHOBYIO AKTUBHOCTh M WHAKTHUBU-
poBaM OaKTEPULUAHYIO COCTABISIONIYIO TIpernapara
uHTepdepona B nuanazone 4,9+0,3 u 4+0,5 EJ] co-
oTBeTcTBeHHO. Cpeau Apyrux NpeacTaBUTesel sHTe-
pobaxTepuii BCTpe4aeMOoCTh aHTUUHTEPPEPOHOBOTO
MpU3HaKa okas3ajachk Ha ypoBHe 83,3—87,5%, onHako
CpeIHsis BeJIMUMHA aHTUMHTEP()EPOHOBOM aKTHBHOCTH
y IITaMMOB OUTpoOaKTepa OKaszajach BJBOE BBIIIE,
yeM y mraMMoB nporest (6,0+0,4 npotus 3,2+0,4 E/I,
p <0,05). AuTuunrepdepoHoBas aKTUBHOCTb Y dllIe-
pUXUH — JOMHHHPYIOLIETO MaTOreHa MuesloHe(pu-
Ta — BCTpeuanachk ¢ yactotoit 87,3+1,9% ¢ ypoBHeM
aktuBHoctH 4,9+0,1 EJI.

Cpenu rpamIonoKUTEIbHBIX KOKKOB aHTHUHTEP-

(bepoHOBast aKTHBHOCTB BCTpeuanach pexe (y 27,3+6%
KYJIBTYP) C HU3KUM ypoBHeM npusHaka (1,6 +0,2 EJT).

Hawm He ynanock BBIABUTB KaKOH-1100 3aKOHOMEP-
HOCTH B PacHpOCTPAHEHHOCTH U YpOBHE aHTUIIM30-
UMMHOM ¥ aHTUUHTEP(EPOHOBOI AKTUBHOCTH Y 3lIIe-
PHUXHI Pa3IHMYHBIX CEPOJIOIMYECKHUX IPYII, a TaKKe
HETUITUPYEMBIX KHIIEYHBIX MAJIOYEK M HAXOSIIIXCS
B ceposiornyeckoii R-popme.

[Tpu BBIACHEHHU CBSI3U H3y4aeMbIX MApKEPOB Iep-
CHCTEHIIMU C UICTOYHUKOM BBIACTICHHUS KyIbTYp (00Jb-
HbIE MUEIOHEPPUTOM, 310POBBIE I€TH) HAMH YCTAaHOB-
JIeHa BayKHAs! B TPAKTHYECKOM OTHOLIIEHHH 3aKOHOMEP-
HOCTB, IOJIO’KEHHAs! B OCHOBY MeToza TuddepeHima-
UM BO30yANTEIIS TUETOHE(PPUTA OT COIY TCTBYIOLIECH
MUKPOQIIOPHI, HE UMEIOIIEH OTHOLIEHHUS K Pa3BUTHIO
BOCHAJINTEJILHOTO MPOLECCca B [IOYEYHOM TKaHH.

Pesynbrarsl nccnenoBanus GakTopoB OaKTepuab-
HOU NepCUCTEHLIMH IPH TPAH3UTOPHOM OaKTepHypuH,
00yCJIOBJICHHON KOHTaMUHaIuel Mouu (Gaopoi ype-
TPBI U [IEPUYPETPATBbHON 00J1aCTH, TTOKA3aJIH, YTO Cpe-
I SHTEPOOAKTEPHi-KOHTAMUHAHTOB MOYH Yy TIPAKTHU-
YeCKH 3JI0POBBIX JeTeil oOHapyskeHo b 14+2,6%
HITAMMOB, MHAKTHUBUPYIOMIHUX JTU30IHM, C HU3KHM
ypoBHeM aktuBHOcTH (1,8+0,2 Mxr/mia) u 5,8+1,5%
KYJIBTYpP C aHTUMHTEP()EPOHOBOH aKTHUBHOCTBIO, PaB-
Hoii 1,2+0,1 EJI. Iloiy4yeHnHble pe3yiabsTaTsl HEPCUCTH-
PYIOLIMX CBOWCTB y COMYTCTBYIOIIEH MUKPOQIOPHI
MOYH CYLIECTBEHHO OTIMYAINCH OT MAPKEPOB MEPCH-
CTCHIUH y KUIICUYHBIX OaKTepHUil — MaTOreHOB IHENO0-
Hedputa y gereit (p< 0,05).

HanpoTus, mony4eHbsl CXOAHBIE pe3yabTaThl HC-
ClIeZIOBaHUI (aKTOpOB OakTepUaIbHON MEPCHCTEH-
LMY CPEIN KOKKOB, U30JIMPOBAHHBIX U3 MOUYH 3/10pPO-
BBIX JIeTel 1 OOJNBbHBIX NHeIoHePpuToM. Tak, ypou-
TaMMBI KOKKOB y 3[JOPOBBIX JIeTeli HHAKTUBUPOBAJIH
Mypamuzaasy B 26,3+4,1% B xonuenrpanuu 2,0+0,4
MKT/MJI, @ y O0JIBHBIX — B 14,54+4,7% ¢ aHTHIU301MM-
HOW akTUBHOCTHIO 1,5 +0,1 MKr/miL, pa3indust HE sB-
Js0TCs cymiecTBeHHbIMU (p > 0,05 ).

TakuMm 00pa3om, HaIllK JaHHBIE CBUIETEIbCTBYIOT
0 CYLECTBEHHBIX PA3JINYMAX B paCIPOCTPAHEHHOCTH
Y BEJIMYMHE aHTUIM30LUMHON U aHTUMHTEP(HEPOHO-
BOI aKTUBHOCTH Y DHTEPOOaKTepuil — JOMHHUPYIO-
KX BO30yAuTeNeH nuenonedpura y eteil u pacipo-
CTPaHEHHBIX KOHTAMHUHAHTOB MOYH M MO3BOJISIIOT pe-
KOMEHJI0BaTh olpeziesieHrne (pakTopoB MepcucTeHIUH
B Ka4€CTBE JOMOIHUTEIbHBIX KpUTEpHEB 1Ist Audde-
peHLMANNU BO30YIUTENS OT COMYTCTBYIOLIEH MUKPO-
¢opsr [12, 13].

JocToBepHOCTh onpeneneHus: Bo30OyauTess mue-
JoHedpuUTa 1Mo MapKepaM NepCUCTEHINH Oblia JOKa-
3aHa TIOBTOPHBIM BBIJICJIEHHEM U3 MOYH MUKPO(IOpEI
OJTHOTO BUJA, OTHOCSIIENCS K ypOIaTOreHHBIM CEepo-
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rpyrmmnam (1J1s SMEPUXUH ) U OI0KUTEITLHBIM OTBETOM
Makpoopranusma B PIII'A ¢ mapHbIMU CBIBOPOTKAMH.

Ha Bropom sTame paGoThl U3y4eHbl OHOIOTHYE-
CKHE CBOMCTBA ypOLITAMMOB MUKPOOPTaHU3MOB MIPHU
M30JIMPOBaHHON OakTepuypur, 0OHAPYKEHHOU Y Jie-
Tel Tpy CyOKOMIICHCUPOBAaHHOM KHILIEYHOM JTUCOAK-
Tepuose. M3onupoBaHHas OaKTepuypusi XapaKTepH-
30Bajach OOJIbIICH PAaCIPOCTPAHEHHOCThIO U OoJee
BBICOKHM YPOBHEM MapKEpOB MEPCUCTSHIIMH OaKTe-
puil 10 CPaBHEHUIO C MUKPO(DIOPOH, KOHTAMUHUDPY-
I0Iel MOuy 310pOBbIX neTei. Tak, aHTUIN30IUMHAs
AKTUBHOCTDH HAOJIIOIAIACh Y IHTEPOOAKTEPHUH U IICEB-
JIOMOHAJI IIPU U30JIMPOBAHHOW OAKTEPUYPHHU C YaCTO-
Toit 65,2+7,0% c BenuunHON nipu3Haka 2,7+0,2 MKr/
MJ1. AHTUUHTEP(EPOHOBASE AKTUBHOCTH Y ATUX IITaM-
MOB BBIBIISIack ¢ yactoton 54,3+7,3%, nmocturas
cpennero yposust 2,3+0,3 EJI. U3onupoBanHas Oak-
TEPUYPHUS XapaKTEPU3YETCSI MAJIOU BUPYACHTHOCTHIO
BBIJICJICHHON MUKPOQJIOPBI, HO B YCIIOBUSIX CHUKCHUS
PE3UCTEHTHOCTH MOXET TPaHC(HOPMHUPOBATHCS B UH-
(bekno MOYCBOU CUCTEMEI [ 14].

OBCY>XXAEHUE

B namux nabmronenusx y 4,3% nereit u3onupo-
BaHHas OakTepuypus TpaHcHOPMUpPOBaJIACh B MaHU-
(ecTHBIN MHEeTOHEPPUT, YTO JUKTYET HEOOXOITUMOCTD
B Ka)XJIOM KOHKPETHOM KJIIMHHYECKOM CIy4ae BBIsC-
HSITb UCTOYHUK MTOCTYIUICHHS MUKPOOPTaHU3MOB B MO-
YeBbI€ [TyTH ¥ IPUHUMATh MEPbI BO3JICHCTBHSI HA HETO.

Ha 3axiounTensHoM 3Tare paboThl Mbl IPEIIPH-
HSUTH TIONBITKY aJalTHPOBATh KIACCHUECKUE METO/IBI
OTIpeJieJICHUs] aHTUIM30UUMHON U aHTUUHTEPPEPO-
HOBOIl aKTUBHOCTH K YCJIOBUSIM MPAaKTUYECKHX Oak-
TEpUOJIOTHYECKUX TabopaTopuii. Kak u3zsectHo, kiac-
CHUYECKHE METO/IbI OCHOBAHBI Ha OTIPEJICIICHUH [IEPCH-
CTEHTHBIX IPU3HAKOB y CYTOUHBIX arapoBBIX KyJIbTYD
Oakrepuii. Hamu paspaborana yckopeHHast Moaugu-
Kalysi OnpeiesIeHHs aHTHIIM30UMHON U aHTUMHTEP-
(epoHOBO aKTUBHOCTH YPOQJIOpHI, OCHOBaHHAS Ha
OLIEHKE MPU3HAKOB OJHOMOMEHTHO Yy BCEX KOJIOHUH,
BBIPOCIIMX HPHU IHEPBUYHOM MOCEBE MOYHU Ha arape C
Iu301UMOM (HHTEep(EepOoHOM). YUeT pe3ylIbTaToB Mpo-
W3BOJUTCSA HA 2 CYT PaHbIIIE [0 CPAaBHEHUIO C KIIaCCH-
YECKOU METOIUKOH.

[TockonbKy npH cOOMIOASHUHN TTPABUI COOpa MOUU
JU1s1 0aKTEPHOJIOTHYECKOTO aHaIM3a MUKPOOHBIE acco-
LHUALKK [IPH THEJIOHePpUTE Y IeTel, 10 HAIIUM JaH-
HBIM, BCTPEYAIOTCSI, PEIKO B COOTBETCTBHH C IPEJIO-
KEHHOU MonuduKanuel nenecoodpa3Ho nepBUIHbIN
MOCEB KJIMHUYECKOTO0 MaTepHralia B NepBbIid JeHb HC-
CJICZIOBaHUS MTPOM3BOANTH HAa MSICOTICIITOHHBIN arap
Konnbaka ¢ nuzounmom (unrepdeponom). Ha BTO-
poii JleHb UCCIIeOBaHMsI TTOACYUTHIBACTCS CTENCHb
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OaKkTepUypHUH C OTCEBOM KOJIOHHHU JUIs TOCIIENYIOLIEH
uAeHTU(UKAIIMK BBIJCIICHHON MUKPOMIOpHL. 3aTeM
MIPOU3BOAUTCS MHAKTUBALIMS KOJOHUM mapamu XJIo-
podopMa M HaHECEHHE CJIOsI UTATEIBHOTO arapa C
TECT-KyJbTYpoil. Yepes cyTKu HHKyOaluu B TepMOCTa-
T€ OLEHHUBAIOTCS (PAKTOPBI NEPCUCTEHIIMHU Y BCEX KO-
JIOHMI, BRIPOCIINX HA YAIIKE, U IETAeTCs 3aKII0UCHUE
0 IPHUHAJICKHOCTH YPOPIIOPHI K BO3OYIUTEIIIO WK K
COITyTCTBYIOIIMM MUKPOOPTaHU3MaM. Y 4eT pe3yJibTra-
TOB Ha OCHOBAaHUU OIpeieicHus (PakTopoB OaKTepu-
aJIbHOM NEPCUCTEHIINH Y BBIICIICHHBIX U3 MOYU MUKPO-
OpraHu3MoB npouspoautcs uepes 40—48 4 ¢ MomeHTa
JIOCTaBKHU KIIMHUYECKOTO Marepualia B 1a00paTopHro.

[Tomumo cokpallieHus: BpEMEHHU BbIIAuU PE3yIbTa-
TOB, JIPYTHUM IPEUMYIIECTBOM MOJU(DUKAIIAH SBIISCTCS
MOBBIIICHUE YUCIa TTOJIOKUTENbHBIX PE3yIbTaTOB UH-
JIUKAIMY BO30YIUTES Y JISTeH ¢ MAIOMAaHU(ECTHBIMU
BapHaHTaMU MHUEIOHE(PUTA, Y KOTOPBIX YPOKYJIBTY-
pa XapakTepHu3yeTcsl HEOHOPOJHOCTBIO 10 MapKepaM
nepcucteHuuu. [Ipu 3ToM UcKITIouaeTcs ommoKa ciry-
YaifHOH BBIOOPKH, KOTOpast Hen30eKHa IPH onpeielie-
HUU (PaKTOPOB MEPCUCTEHIIUU Y OTIEITBHBIX KOJIOHUH.

[TomydeHHbIe MaTepuabl CBUACTENLCTBYIOT O TOM,
YTO IMPOLCHT AKTUBHBIX KOJIOHUH Ha vaiike [leTpu npu
CEKTOpaJIbHOM ITOCEBE MOYM 3aBHCHUT OT CTEIIEHH aK-
TUBHOCTH nueioHedpura. Tak, npu oOcienoBaHu Jie-
TEeH ¢ ypopeHaIbHOU HH(EKIHer Il y 25 OOJIBHBIX
¢ manu¢ectabM nuenonedpurom (II-111 crenenn ax-
TUBHOCTH) U3 60 oOcnenoBanubIxX (41,7+6,4%) B 10-
ceBe MouM Haxoamik 100% KoJoHMM maToreHa ¢ aH-
TUUHTEP()EPOHOBOW aKTUBHOCTBIO. Y OCTaJIBHBIX 35
nereit (58,3+6,4%) ¢ naTeHTHBIM MHETOHEPPUTOM C
I crenenbro aKTUBHOCTH BOCHAIIUTENBHOTO ITpoLiecca
Ha Yallkax ¢ moceBoM moun Haxoauiau oT 10 mo 80%
KOJIOHUI BO30ynuTENs ¢ aHTUMHTEPPEPOHOBOM aK-
THUBHOCTBIO.

Pa3paboranHbpie HAMU JTUATHOCTUYECKHE KPUTEPUU
WH/IUKAIUU BO30YIUTEIIS TUEIOHePpUTA IO KOHTPO-
neM (pakTopoB OaKTEepUaTbHOM IEPCUCTEHIMH [T03BO-
JIWJIM OTKa3aThCs OT CIIOCO0A MOTyYeHHs] HEKOHTaAMHU-
HUPOBAHHBIX [TPOO MOYH MTyTEM KaTeTepU3aluu MoYe-
BOTO ITy3bIPs N3-32 ONTACHOCTH MH(HUIIMPOBAHUS Opra-
HOB MO4Y€BOI1 ccTeMbl. BBesieHne katetepa paspyia-
€T 3alIUTHBINA CIOH MYKOMOJUCAXAPUIOB CIUZUCTOM
000JI04KH yPeTpHl, MOBPEXKIACT UTENUHN U obecrie-
YHBAET JOCTYIT OAKTEPHI K KIIETKaM IITyOOKHUX CIIOEB
CIIM3UCTOM 000nouKu. B3sTre Moun ¢ moMouipio Ka-
TeTepa MPOBOJAT B UCKIIFOUUTEIBHBIX CIydasX (eciu
peOEHOK HEe ClIOCOOCH MOYHTHCS).

CymiecTByeT MHEHHE O HEleJIeco00pa3HOCTH UC-
MOJIb30BAHUSI MACCOBBIX CKPUHHHTOBBIX MPOTPaMM
JUTSL BBISIBJICHUSI H30JIMPOBAHHON OaKTEpUYpPHUH y Jie-
TEH B CBSA3U C OONBIIUMHU (PUHAHCOBBIMU U TPYIOBBI-



ISSN 1561-6274. Hedponorusa. 2012, Tom 16. Ne3 (Bbinyck 2).

mu 3arparami [15]. BMecTe ¢ Tem, HAMU HTUPOKO UC-
MOJIb3YeTCs B KITIMHUYECKOM J1ab0paToOpuu MUKPOCKO-
Us1 CBEeXKEH HeLleHTPH(yTrUpOBaHHOIN HEOKpAILIEHHOM
MOYH, COOpaHHOU B CTEPUIILHYIO ITOCY/LY, YTO TIO3BOJISI-
€T coueTaTh 00N aHAJIU3 MOYH C OPUEHTUPOBOYHBIM
CKPMHHUHIOM Ha OakTepuypHio. BrlsiBieHue nanouek
WM KOKKOB TIPH OaKTEPHOCKOIHH SIBIISICTCS MOKa3a-
HUEM JJ1sl IPOBEACHUS OaKTEPHOJIOTHYECKOTO ITOCEeBa
MOYH JJISl TOYHOHM JMAarHOCTHKH OaKTEpUypHH, €€ KO-
JMYECTBEHHON U BUJIOBOH XapaKTEPUCTHUKH.

SAKJTIOMEHUE

BozOynurenu nuenonegpura BRICEBAITUCH U3 MOYH
OonbHBIX Aeted B 73,2+2,4% ciyuaes. [Ipu stom, B
50% ciyuaeB y AeTeil rpyqHOro BO3pacTa BHISBICHA
MOHOMH(EKIIUS ¢ TMPEeBAIMPOBAHUEM IHTEPOOAKTE-
puii, obnasarImx OOIBIION PACIPOCTPAHEHHOCTHIO
Y BBICOKHM YPOBHEM (haKTOPOB IIEPCUCTEHITNH (aHTH-
JU30LUMHON U aHTUUHTEP(HEPOHOBOI aKTHBHOCTHIO).

Y npakTUuecKu 310pPOBbIX JETEH YacTOTa TPAH3U-
TOPHOU OakTepuypun, 00yCIOBICHHONW KOHTAMHHAIH-
et Mmouu, coctaBuia 24,1+1,8%, xapakrepu3oBanach
HU3KOU CTETIEHbI0 MUKPOOHOW 00CEMEHEHHOCTH MOYU
1 cJ1a00 BBIPAXKEHHBIMU MapKEPaMU TIEPCUCTCHIIUU Y
ITAMMOB YHTEPOOAKTEPHUH.

WzonmupoBanHast GakTepuypus y eTel pu CyOKoM-
[IEHCUPOBAHHOM KHUIIIEYHOM JUCOAKTEPUO3E [0 YACTO-
T€ BCTPEUAEMOCTH U BBIPAKEHHOCTH MEPCUCTEHTHBIX
CBOWCTB DHTEPOOAKTEPUI U IICEBIOMOHA]] 3aHUMAET
MPOMEKYTOUHOE MOJIOKEHHUE MEKY YPOIaToreHAMHU
Y KOHTAMHUHAHTaMU MOYH, TPEOyeT KOPPEKIIUU H3Me-
HEHHOT'O KUIIIEYHOTO MHUKPOCHUMOHMOIIEHO03a C BKITFOYE-
HUEM Ipernapara uHreppepona-sudepona-1 uwim 2 B
cBevax. [lo 1 cBeue 2 pa3a B nenb B TeueHue 10 quei,
3areM 1o 1 cBede uepes AeHb — 1 Mec.

JI1st olleHKM 3THONOTHYECKOM 3HAYMMOCTH BbIJIC-
JICHHOW W3 MOYH MUKPOQIIOPHI MIPEATIOKEHA MOTUH-
Kallysl YCKOPEHHOT'O ONpeAeTICHHS aHTUIIN30LIUMHOMN U
AHTUMHTEPPEPOHOBON aKTUBHOCTH MHUKPOOPTaHU3MOB.
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KIMMHNYECKOE HABJTKOAEHNE CMHOAPOMA AHTUDOOCOONTUNMNOHBIX
AHTUATENT W TPOMBOOUITNUINY MALUNEHTA C BOJTHAHOYHbIM
HEDPVTOM

K.A. Papaian, S.1. Kapustin, E.P. Fedotova

CLINICAL OBSERVATION OF ANTIPHOSPHOLIPID SYNDROME AND
THROMBOPHILIA IN PATIENT WITH LUPUS NEPHRITIS

'Kadpenpa dakynbtetckoin negnatpum CaHkT-NeTepbyprckoi rocyaapCTBEHHON NeanaTpuyeckoin MeanLmMHCKON akagemmun, 2Poccninckmni
Hay4YHO-UCCNenoBaTeNbCKUA MHCTUTYT reMaTosiornum n TpaHcdyavonorum, *kadeapa natonornieckor aHaToMmum ¢ Kypcom cygebHom mean-
uMHbl CaHkT-MeTepbyprcko rocyaapCTBEHHOM NeanaTprMyeckon MeamUmMHCKOM akagemmmn, Poceuns.

PE®DEPAT

OnwucaH cnyyai passutus CUHAPOMa aHTUOOCHONNNUAHBIX aHTUTEN U BPOXAEHHOV TPOMOODUIMM Y NAUMEHTA C BOTYAHOYHbIM
HedpuToM. [NokasaHa amarHocTnyeckas 3Ha4MMOCTb Pa3BEPHYTOM OLLEHKM CUCTEMbI FreMOoCcTasa 1 anfnefibHoro nonumopdmnama
HEKOTOPbIX FEHOB, aCCOLMNPOBAHHbIX C ANCOHYHKLMEN CBEPTLIBAIOLLEN CUCTEMbI KDOBU U PA3BUTUS TPOMOODUINN, UMMYHO-
JI0rnM4ecKoro, Mop@onorM4eckoro nccnegosanns HeppobnonTaTos NPK BONHAHOYHOM HedpuTe.

KnioueBsbie cnoBa: cMHAPOM aHTUHOCHONMMUOHBIX aHTUTEN, TPOMOODUNNS, BOTHAHOYHLIN HEDPUT.

ABSTRACT

The case of antiphospholipid syndrome and congenital thrombophilia development in patient with lupus nephritis is described.
The diagnostic significance of detailed assessment of hemostasis system and allelic polymorphism of some genes, associated
with dysfunction of blood coagulation system, immunological and morphological analysis of kidney biopsy material in lupus

nephritis is shown.

Key words: antiphospholipid syndrome, thrombophilia, lupus nephritis.

BBEOAEHUE

Cunnpom aHTH(OCPONTUTTHIHBIX AaHTUTEN, I aH-
tudochomunuanslii cuaapom (ADPC) — 310 npuobdpe-
TEHHAsl ayTOUMMYHHast TpoMOoduims, KoTopas y na-
LUEHTOB MMEET CIIeNyIOIIIe XapaKTepHble KIMHUYe-
CKH€ MPOSIBIICHHS: apTepUabHbIe U BEHO3HBIE TPOM-
003bI, TOBTOPHBIE BBIKHIBIIIH, TPOMOOIUTONICHUIO 1
HeBpoJoruueckue ociokHeHus [1]. Antudocdomu-
nuaHele aututena (ADA) SBIAIOTCS NpeaCcTaBUTENs-
mu antuten Ig kmaccoB G u M, peako A, BOZHHKAIO-
LIMe BCIeICTBUE 1e()eKTa B Pery/siiiid IMMYHHOH cU-
CTEMbI BPOXKAEHHOTO WK MPUOOPETEHHOTO XapaKTepa
[2]. AuTudochonunuaHble aHTUTENA TOAPA3ALIISIOT
Ha BOJYAHOYHBIM aHTUKOATYJISIHT, aHTUKApANOIHIIN-
HOBBIC aHTHUTEJIA U AHTHTENA K [3 -IIMKONIPOTEnHY-1.
A®DA cBA3BIBAIOTCA C IUIa3MEHHBIMU Oenkamu (-
[JIMKOTIPOTENHOM- |, IpoTpoMOnuHOM, ipoTeuHoM C u
S w/unu aHHeKcHHOM V) Ha OTPUIATENIFHO 3apshKeH-

Mamnasu K.A. 194100, Cankr-Ilerepypr, yi. JlutoBckas, . 2, kadeapa da-
kynsrerckoil nexuarpun CIIGITIMA. Ten. : +7-812-542-96-27; E-mail:
papayan@inbox.ru
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HBIX Qocdonunuaax KISTOYHBIX MeMOpaH, pean-
3ysiCh B TPOMOOTHYECKUX COOBITUSX [3]. Paznmuuator
nepBuuHblid 1 BropuuHbli ADC. [lepBuunbiii AOC
(ITADC) B neTckoii MpaKTUKE MPOSIBIISICTCS PEKE, YEM
y B3pociabix. Bropuunsiit AOC (BADC) yame pas-
BUBAETCs IIPU CUCTEeMHON kpacHO# Boiuanke (CKB)
¢ npeolnagaHieM aHTUKApIUOIMIIMHOBBIX aHTHTEI
Y BOJYAHOYHOI'O aHTHKOAryJsHTA. Y JeTel Mmpu Ha-
mmunn ADPC, Kak OCIIOKHEHHUS, BO3HUKAIOT BEHO3-
HbIe TPOMOO3HI [4, 5]. B mnarnoctuke I[TADC moxer
MIOMOYb MIPABUIILHO COOPAaHHbII aHaMHE3: HAIN4Ke Y
POZICTBEHHUKOB CIIOHTaHHBIX a00PTOB, MH(APKTa MHU-
OKapa, MHCYIBTOB, TPOMO03a IITyOOKHX BeH U JIp. [6].
B 60—-80% BomyaHouHbII HEPPUT SIBISETCS OTHUM U3
OCHOBHBIX IPOSIBIICHUH CHCTEMHOTO ay TOMMMYHHOT'O
BaCKyJIUTa — CUCTeMHOU kpacHo! Bomyanku (CKB) [7,
8], kotopoii yaie 6onetot neBouku (8:1) [9].
[IporpomboTHueckuit MmexaHu3m aeiictBus ADA
3aKJII0YaeTcsl B CIEAYIOIEM: ONOKUPYs KOMIUIEKCHI,
COCTOSIILIME U3 AKTUBHBIX (OCOHOIUNHUIOB U Koary-
JSIIMOHHBIX MPOTEHHOB, OHM NPUBOAAT, IPEX/E BCe-
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ro, K CHIDKCHHIO aHTUTPOMOOTHYECKOI0 MOTEHIINA-
na cocyaucroi creHkd [10]. OObsCHsAETCS 3TO TeM,
YTO OCHOBHBIM OelkOM-MulIeHbl0 ADA sBrsieTcs
B,-mMKonpoTEUH- 1, €CTECTBEHHBIA AHTUKOATYJISHT CO-
cymucroro sHfotenus. In vitro npucyrcreue ADA, a
HMMEHHO BOTYAHOYHOTO aHTUKOATYJISIHTA, IPOSBIIAETCS
yaauHeHueM GocgoIunma3aBUCUMBIX TECTOB FEMOKO-
aryiasiunu. Hanmume B opranmsme ADA MoxeT ObITh
0eCCHUMITOMHBIM, HO OOBIYHO Pe3yIbTHpYyeTCs GOpMU-
POBaHMEM apTepUaIbHBIX W/UITH BEHO3HBIX TPOMOO30B.
M5t TOro, 4T0OBI YCTaHOBUTH AWArHO3 aHTHdOCchonu-
MUIHOTO CUHAPOMa, He0OX0MMO TIOBTOPHOE OOHApPY-
xeHne ADA y naneHToB He paHee yeM uepes 12 Hen
MocJje NepBUYHOTO UX BhIsBieHus [11, 12].

Hns CKB y neteii xapakrepeH noauMophu3M K-
HUYECKUX MPU3HAKOB: CUMIITOMbI HHTOKCUKALMH, JIU-
XOpaJika, CHI)KEHHE MacChl TeJla, KOYKHbIE BBICHITTAHHS
yalle Ha CKyJiax B BHJIE «0a00UKM» MIIH SPUTEMATO3-
HBIX TSITEH, (POTOCEHCHOMIM3aNHUs, TOYESUHbIH CHH-
JPOM, TIOJIMCEPO3UThI, BUCLIEPUTHI apTPUTHI, apTpall-
MM, MHO3HUTBI, KAPAUTHI, HEBPOJIOTUYECKHE HapyIlIe-
HUSL, JIeHKoneHus1, TUM(OTIeHuUs, aHeMus1, TPOMOOLIU-
tonenus. JlocroBepusiM st CKB siBisieTcst Hanmmuue
anTtuHykieapHsix antutesn — AHA (ANA), anturen
k AHK, antudochomumuausie AT u AT k kapauonu-
nuny. Beicokuit tutp AT x JIHK yxa3siBaeT Ha BbIcO-
KYIO aKTUBHOCTB 3a0osieBanus [7, 9].

Heo6rot Bomuanounoro Heppura npu CKB y ne-
TEil BO3HUKAET C TeMaTyPHU U/WIN apTepHaIbHOM TU-
MEPTeH3HUH, C COXPAHHOH MM HapyIIeHHOW (QyHKIH-
ell moueK; ¢ N30JUPOBAHHOIO MOUYEBOIO CHHJPOMA B
BUJIE TeMaTypHH, JCHKOUUTYPHH H/HIU MPOTCHHY-
pun, HeppoTHUECKOro U HePPUTUYECKOTO CHHIPO-
Ma. Jlronmyc-HeppuT HepeaKo MPeAIecTBYeT APYTrHM
MPOSIBIICHUSIM BacKyauTa. KiIMHUYeCKHe CHMITOMBI
[IPU BOJYAaHOYHOM He(pHTE y JeTel: MPOTEHHYpHs
(90-100%), Hepporuueckuii cunapom (68—70%), re-
Marypusi (6onee 80%), aprepuanbHas TUIEPTCH3US
(15-60%), napymenue Gpynxuuu nouek (40-80%) umm
OIIH (5-20%) [9, 13].

[Ipu mepBBIX MPOSBICHUSAX MOYEYHOTO HMOpake-
HUSl y JeTedl ¢ BOJYaHOYHBIM HE(PHUTOM IOKA3aHO
npoBesieHre OMOIICUH TOYKH JJIsl OLIEHKH MOp(oJIo-
TUYECKUX U3MEHEHUI. B MeXIyHapoIHOU U oTede-
CTBEHHOM MPAKTHKE MPUMEHSIOT KJIACCUPHUKALIIO JIFO-
nyc-Hedpura, npeaiokeHnyo International Society of
Nephrology/Renal Pathology Society (ISN/RPS) ¢ BbI-
JeJIeHreM 6 KJ1accoB M IoakiaaccoB International Soci-
ety of Nephrology/Renal Pathology Society [14, 15].

TpomOOTHYECKYIO MUKPOAQHTHOTIATHIO (THUII ITOopa-
JKEHHUS B BUJI€ OKKIIIO3UU apTEepUil Majoro kamuopa,
apTEePHOII U KaITWJUIIPOB KIIyOOUKOB IIOUEK TPOMOaMHU,
cojepkamumMu (GUOPHH, TPOMOOITUTHI) CBSA3BIBAIOT C

HUPKYIALMeH anTHOCHOTUIUAHBIX aHTUTEN, aHTHU-
TeJI K KapAMOJIMITMHY U BOJTYAHOUHOTO aHTUKOATyJISTH-
ta [16-18]. Hedponaruro, accorumpopannyo ¢ AOC
U TPOMOOTHYECKOH MUKpPOAHTHOINATHEH, TUarHOCTH-
PYIOT y TMAIMEHTOB C BOJIMMAHOYHBIM HedpuTom [16,
19]. A®C-acconuupoBannas HeponaTus onucaHa y
peOeHka ¢ BoraHOYHbIM HedpuTom [20].

Jleuenue BomuaHouHOTO HEhpUTA Y ETEH U B3pOC-
JIBIX OMPEAEISIETCSl ¢ Y4eTOM MOP(OIOTUYECKUX U3-
MEHEHUH B OMONTaTe OYKH (COIaCHO MOPQOIoTHYe-
ckoil knaccudukauun). [Ipu monyc-uedpure npume-
HSIOT IPOTOKOJIBI MTYJIbC-TEPATMU METHIIIPETHU30I0-
HOM 1 IUKI0pochaHoM; KOMOMHUPOBaHHOHN MPEAHU-
30JI0HOTEPAMU ¥ LUTOCTATUYECKON (aJIKMIMPYIOIIUE
COEIMHEHHS, HHI'MOUTOPBI KAIBLMHEHPHUHA U CHHTE3a
HYKJICOTHIOB), aHTUKOATYJISTHTHON M aHTHArPEraHTHOM
tepanud [8, 9, 13, 21-24]. Jleuenue A®C npu CKB
BKJIIOYAeT CEaHChl Mia3Madepe3a U aHTUKOAryJsiHT-
Hyto Tepanuto [16, 18-20, 23].

KIIMHMYECKOE HABJIIOAEHUE

Bonsnoii H., 1995 rp., rocnuranu3upoBaH B ClIELUAIH3U-
PpoBaHHbI# Heponoruyeckuii cranmonap kiuauku CIT6I TIMA
2010 r. nocne o6HapyxKeHUs SPUTPOLIUTYPUH U MUKPOIIPOTEU-
HYpPHUH IIPY TIAHOBOM 00CJIE€A0BAHUN B CIIOPTUBHOM JAUCTIAH-
cepe — aputporutsl 110 20 B 11/3p., 6enox — 0,198 r/n. XKanoost
Ha MOMEHT FOCIIUTAIN3ALHIN: YyTOMIISIEMOCTb, AIUTEIbHBIN Ka-
niesnb. B anamMHese J1eToM Toro e rojia rnepeHec aHruuy u ap-
TPaJITHYECKUH CHHAPOM, OTMEYAINCh TUCKOUAHBIC pUTEMa-
TO3HbIE BBICHIIIAHUA B 00JIACTH MPEAIICYUHA, aHEMUS, AIIN30-
JIbI TUTIEPTEPMHUU J10 CyOPeOpruiIbHBIX HU(pp, 00U B KUBOTE.

[Ipu rocnuranu3anuu: Bo3pacT 15 jiet, oTMeYeHbI aCTeHH-
YECKUI TUII TEJIOCIOXKEHH S, OI€THOCTb KOKU ¥ BUAUMBIX CITH-
3HCTHIX 000JI0YEK, SpUTeMa JIUIIa, POTOIepPMATOo3, ITACTO3HOCTD
BEK, YBEJIMUCHUE NIEUeHH. BBIsBICHBI: THIIOXPOMHAsT aHEMHUS
6e3 npusHakoB remonmsa: Hb 90 /i, ep. 3,32x10'%/1, 1B.1IOK.
0,82, yMepeHHbII aHU301IMTO3 U MOWKMIouTo3. O0paiana Ha
ce0st BHMManue yckopenHas COD o 47-50 mm/4. B obmem
aHallu3e MOYM — yMepeHHas nporeunypus (1o 0,3 — 0,5 B pa-
30BBIX MOPIMAX), FeMaTypust 10 25 B 11/3p., €AUHUYHbIE THa-
JTUHOBBIE TMIMHAPEL. CyTOYHasi MPOTEUHYPHsI HE IIPEBBIIIA-
na 1,0 r/cyT.

BrisBiiens! moBeleHrne MOYeBUHBI 10 14,17 MMoOnb/1,
kpeatrHuHa 0,124 MMmous/i, o0uwmit Oenok 85 1/71, ap0yMuH
36,2%, roOymnunsL: o-1 —4,7%, a-2 — 13,6%, B — 14,9%, ram-
Mma — 30,3%. CK® (ckopocTh KiIyO04KOBOW (pribTpamum) mno
KIMPEHCY YHJOT€HHOT0 KpeaTHHUHA Obl1a CHIDKEHa 10 33mu1/
MHUH, IocJie JedeHus B ctanuonape — 57 mii/mus. KOC B npe-
Jenax HopMbl. OTMeqanoch CHUKEHUE YPOBHS CHIBOPOTOYHOTO
xkeresa 110 5,8 mxmons/n. I'pynmna kpoeu B (I1II) Rh (+). Beisie-
JICHBI aHTHTEJa K HATUBHOM U NeHatypupoBanHoii JIHK (6,82
u 6,49 coorBercTBeHHO NpU HOpMe 0—1,1 MHIEKca MO3UTHUB-
HOCTH), K pochonunugam KIeTodHbx meMmopa (2,98, Hopma
0-1,1), yBenmuuenue ANA 1o 2,82, camkenne C3u C4 xomrio-
HEHTOB KOMIIEMEHTa. JIMarHOCTHKA aHTUTEN K KapAHOIHITH-
Hy MeTozioM DA onpenennia pe3koe yBeInYeHne UX yPOBHS
3a c4éT (hpakunuu IMMYyHOIII00yIuHOB Ki1acca M (IgM): 38,05,
B quHamuke 27,67 npu Hopme 0—12 Ex/mit. BeisiBiIeHB! aHTH-
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bochomunuaHbIe aHTHTEa BOTYaHOYHOT'O THITA [[I0 CKPHHUH-
FOBBIM U IOATBEPXKIAIOIIUM TeCTaM aHaau3a Ha anTudocdo-
nunuaabie anTuTena (ADA) BOIYaHOYHOTO THIIA: TECT C Pa3-
BeAEHHBIM sioM raaroku Paccena (ARVVT) HopmanbHble 3Ha-
yeHus <35, y manuenra 45/44; LA-oTHomeHue B HopMme <1,2,
y obcenenyemoro — 1,3].

[pu uccnenoBaHMM CHCTEMBI TEMOCTa3a y MallMeHTa orpe-
JeJSUI0Ch YUIMHEHHE aKTHBUPOBAHHOTO IIapLUAIbHOIO TPOM-
6orutactuHoBoro BpeMenu (ATITB) [62 cekyHbl pu HOpME
110 38 ceKyH/1] U CHIKEHHE TPOTPOMOMHOBOTO TIOKa3aTeJIs 1o
Ksuxky [81% npu Huxaei rpanuie 90%] npu 10cTaTOuHO BbI-
COKOIl aKTUBHOCTHU IIPOBOCIAIUTENBHBIX 0€IKOB — (haKTOPOB
VIII [216% nipu BepxHeii rpanue HopMbl 10 180%] n Buie-
6panna [200% npu 153% cooTBeTCTBEHHO]. YpOBEHb (Gpubpu-
HOTEeHa He TpeBbIai 5,6 1/1. Takue XxapakTepHbIe MPU3HAKA
B BHJEC yUIMHEHHS (HOCHOIHITH3aBUCHMBIX TECTOB, K KOTO-
peiM otHOCcsATCst ATITB 1 mpoTpoMOWHOBBIN MTOKa3aTelb, BbI-
SIBJISIIOT IIPU aHTU(HOCHOIUITUIHOM CHHAPOME.

leneTnueckuii CKPUHUHT OTBETCTBEHHBIX 32 HACIIEICTBEH-
HYI0 TpoMOoduamio reHoB, nposenéuuslii 8 @PI'BY HUU re-
Marojioruu u Tpancdysuonorut ®MBA, BBISBUI CICIYIOIIHEC
M3MEHEHUS: MyTaluto B rere nporpom6buna G 20210A B rere-
PO3UTOTHOM COCTOSTHHHM, TOMO3UTOTHOE HOCHUTEIBCTBO IOJIH-
Mopdusma B reHe TpombonurapHoro perentopa HPA-1 A2/
A2 u rereposurotHoe B reHe PAI-1 4G/5G u ¢ubpuHoreHa
455 G/A, — npeapacnonoKEeHHOCTb K HOBBIIEHUIO IIPOTPOM-
OOTHYECKOTO MMOTEHINAIa U TUIIEPAKTHBHOCTH TPOMOOIIUTOB,
CHIKeHHE (PUOPUHONUTUYECKON aKTUBHOCTH IIa3Mbl KPOBH.

CBeToonTHYECKOE UcciieoBanne HehpoOHronTaTa BbIIOIN-
HEHO € UCIIOJIb30BaHUEM PYTUHHBIX U INATHOCTUUECKUX OKpa-
COK: TeMaTOKCHINH-303uH, PAS-peakmus, Tpuxpom no Mac-
COHY, KOHIO KpacHbI. B MaTepuane mpeacTaBieH KOPKOBbIH
¥ MO3TOBOH CIIOHM TIOYKH; B JBYX THCTOJIOTHUYECKUX Cpe3ax 5
1 7 KJ1yOOUKOB, TIOJTHOCTBIO CKJIEPO3UPOBAHHBIX HET. KiryGou-
K{ 3HAYUTEIHHO YBEIMUYEHBI, T0JBYATOTO BUA C HEPaBHOMED-
HBIM PACIIUPEHUEM ME3aHTHalIbHOTO MAaTPUKCA 3a CUET Oua-
TOBOW Me3aHrHalbHOU (pHC., a) U AudPy3HOH MHTpAKAITHII-
JISIPHOW THUIEPKIETOYHOCTH. B MpocBeTe KamMUIIPHBIX Iie-
TeNb HaOyXIIUH SHIOTENHNH, CETMEHTOSAEPHBIE, MOHOHYKIIE-
apHble KJIETKU KPOBY, KallJli THAIMHONOA00HOIO BELECTBA U
HuTH QudpuHa. [momepynspHas 6azanpHas memOpana (I'bM)
KalMUISIPHBIX TIeTeNb KIyOouKa OTHOKOHTYPHAsI, C 04arOBBIM
yABOCHHEM KOHTYpa (puc., 6-T). [BM B 0TIe/NbHBIX KaITHILISP-
HBIX TETIX yTOJNIICHA, HEPOBHAS, CONCPIKHUT JICHTOBHIHBIC
[NNK-no3uTnBHBIE MacCHI 10 THITY «IIPOBOJIOYHBIX METETb». B
2 kiy0OYKax CerMEeHTapHBIN INIOMEPYIOCKIEPO3 (CM. pHC., ).
TomounTs! rUNEpTPOUPOBAHBI, C TYCUCTOM IIUTOTIIa3MOM. OT-
MeuaeTcst 0cTpoe AU hy3HO-04aroBoe NOBPEXKICHUE KaHAIIb-
1I€B B BHJIE yTPATHI IETOYHON KaiiMbl, 3epPHUCTON U BaKyOIIb-
HOH nucTpoduu U MUKHO3a OTAEIbHBIX saep. B mpocsete ka-
HaJIBIIEB Y)PUTPOLUTAPHEIE, OSTKOBBIE C KJIETOUHBIM JETPUTOM
TUITHHIPBL. B MHTEPCTHIMATBHON TKAaHU OKOJIO KITYOOYKOB H
M3BUTHIX KaHAJIBIIEB 09aroBble MOHOHYKJI€ApHbIe HHOHIBTpa-
Tl (puc., 1). TyOynsapHas 6a3anbHas MeMOpaHa OTJEIbHBIX Ka-
HaJIbIIEB YTOJILEHA, UMEeT «rO(QPHPOBAHHBII» BUII C TIEPUTY-
OyJIsIpHBIM CKJIEp030M. CTEHKHU MEJIKUX apTepUOIl U BEHYI He-
3HAYUTENHHO YTOJIIECHBI 32 CYET MPOIU(EpaIiy KIETOK YHI0-
TEJIHS ¥ MBIIICYHOTO CIIOSL.

3akuouenne: Borganounslit Hepput [1I-A/C knacca (o
Mopdornoruueckoil knaccuduxauu ISN/RPS, 2004 r.) B co-
YETaHUH C TPOMOOTHYECKON MUKPOAHTHOMATUCH.
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OCHOBHOI: CHCTEeMHas! KpacHasi BOJIYaHKa BBICOKOII cTere-
HH aKTHBHOCTH C MOPaKEHHEM KOXH, TI0YeK, CyCTaBoB. Boi-
YaHOYHBIN HEPPUT ¢ IPOTEUHYpHEH, reMaTypuel, HoKaIbHO-
nponudeparusubii [11 kmace (mo ISN/RPS, 2004 1.) ¢ Hapy-
MICHHEeM (DYHKIIMU ITOYEK, C BTOPUYHBIM aHTH(OCHOIUITHI-
HBIM CHHIPOMOM U TPOMOOTHYECKOM aHTHonarneit. BpoxagH-
Has TpoMOoduIus.

ComyTCTBYIOIIMI: CEHCHOMIN3AKs K MUIIEBBIM, OBITO-
BbIM, OaKkTepHaIbHbIM ajuiepreHaM. MHpunuposaHn BUpycoM
reprieca, IITOMETaJIOBUPYCOM, BUpycoM DminreiiH—bapp.

OcnoxxHeHue: TpoM003 KyOUTaNIbHOIl BEHBI ClIeBa.

VYuuTbIBast UarHo3, NaMeHTy Ha3HaYeHa CIeAyIomas Te-
pamus: MyJabc-Tepanusi MeTWINPeTHU30I0HoM Ne 3, mpeaHu30-
JI0H per os 60 mr/cyT 5 Hex, 3atem 40 Mr/cyT B TeueHHE 8 HEL ¢
HOCJIEAYIOLIHUM IIEPEXOIOM Ha aJIbTEPHUPYIOLIUI pexum 30 mr/
CyT uepe3 ACHb 10 HacTosIIee Bpems; mpemnaparsl K, Ca, Bura-
MuHa D npu npeaHu30I0H0Tepanuy; 5 ceaHcoB M1asMadepesa
JULSL CHYDKEHUS! YPOBHS LIMPKYJIAPYIOLINAX aHTUTE; HHTHOUTOD
CHHTE3a HYKJICOTHI0B — MaiidopTrk 450 Mr/M*/CyT B TeueHHEe
12 mec; anTukoarynsHThl: ppakcunapun 0,3 X 2 pa3a B JicHb B
TeueHue 3 MeC MOAKOXKHO € MOCIEAYIOUIUM AIUTESIbHBIM [IPU-
émom Bap(dapuHa B 103€ 2,5 MI' OJHOKPATHO O KOHTPOJIEM
MEXIyHapOJHOr0 HopMaan3oBaHHOro oTHomenus (MHO); an-
THarperaHTHas Tepams: aleTHICAIUIIIOBAs KHCIIOTa B BUC
kapaunomartuia 100 mr/oguH pas B CyTKu.

B pesynbrare jedeHns] JOCTUTHYTA HETIOMHAs PEMHUCCHSL.
B karamuese y nmanueHTa (2 rofa) KOHCTaTUPOBAHBL: BOCCTa-
HOBJIeHUE (DYHKINH MOYeK (YPOBHU MOUYEBHHBI I KPEaTHHNHA B
npezenax BozpacTHoi Hopmbl), CK® no IIBapiry=90 mi/MuH.
IMoka3zarenu remocrasa 06e3 MPU3HAKOB aKTHBALMH, YBEIHYE-
nue nnjaekca AIITB cBsaszano ¢ nannunem ADA: AIITB — 1,36
(mopma B ipenenax 0,8—1,1), akrop VIII - 152% (58-180%),
aKTUBHOCTH (hakTopa Bunedpanna — 110% (54—-153%), npo-
TpoMOHHOBBIH TecT 1o Kuky 114% (86—114), D-mumep (ipo-
IyKT perpagauun puopuna) 500, pudpunoren 2,3 r/i1, akTus-
HOocTh anTuTpoMOmHa 110,6% (80-120%), cHIKEHHE YPOBHS
BOJIYAHOYHOI'O aHTUKOAryJIsiHTa. B aHanM3ax Mouu — poTeu-
nypwust 0,1-0,2 r/m.

OBCYXAEHUE

Kimnnnueckoe HaOmoneHUE JEMOHCTPUPYET Pa3Bu-
THe 1pu BoryanouHoM Heppute BADOC y manmenTa ¢
BpPOXKJIEHHOW TpoMOOopuneli. AHATOTHYHBIE HAOITO-
JICHUs1 OMMCaHbl U y IPyrux aBTopoB [6, 23, 25-27].

AnTHdochoaunuaAHbIEe aHTUTENA IEPBOHAYATIBHO
OMHUCaHbl y OOJBHBIX CUCTEMHOM KPAaCHOM BOTYaHKOM,
B IIOCJIEAYIOLEM CTajlo 0O4eBUAHO, 4TOo ADA BcTpeua-
IOTCS U Y TIALIMEHTOB 0€3 KaKUX-T100 CUCTEMHBIX 3a-
OoneBannii [28]. CortacHO COBpEMEHHBIM TIPEICTaB-
nenusiM, muarnoctrka AQC TpeOyeT HaIM4YHe OTHO-
IO U3 XapaKTEPHBIX KIMHUYECKUX MIPU3HAKOB (TPOM-
003 WM BBIKHIBILT) M OAHOTO U3 Ja00PaTOPHBIX KPH-
TEpUEB, KOTOPBIC BRIABISIIOTCS MIPU ABYX MOCIIEI0Ba-
TEJIHBIX OOpallleHUsIX OOJILHOTO C MHTEPBAIOM B 12
Hen. HecMoTpst Ha TO, YTO 10 cUX IOP HET TOYHBIX
CBEIICHUH, OOBSCHSIOMINX MaToreHe3 TpomM0o03a y JIi
¢ ADC, TeM He MEHEe, HEKOTOPBIEC MPEATIOI0KECHUS
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B,

CTpyKTypHbIE U3MEHEHWS B kKilyboukax npu BonyaHouyHom HedpuTe. LUnk-peakums (npenapar E.M. ®denotosoit).

a — oyarosasi Me3aHrmanbHas nponvdepawms U CErMeHTapHbI rMoMepynocknepos; 6 — GUbpUHOBLIE TPOMObI B MPOCBETE Kanunis-
POB kNy6o4ka; B — Me3aHrvanbHas 1 3HO0KanunnspHas runepkieToO4HOCTb C YABOEHMEM KOHTYpa T'BEM; r — nepurnomepynsipHbie Mo-
HOHYKNeapHble MHOUILTPATLl B UHTEPCTULMANBHON TKaHu. YB.: a, B — 1000; 6, r — 400.

HUMeroTcs. B yacTHOCTH yCTaHOBIICHO, YTO MUILIEHBIO
A®DA SBISAIOTCS IPOTPOMOUH U €CTECTBEHHBIE aHTH-
KOAryJISIHTBI, TAKUE KaK 3,-IJIMKONPOTENH- 1, IPOTEHHBI
Cu S. B3aumoneiicteue ADPA ¢ KOMIIIEKCAMH JaHHBIX
OenkoB 1 pochomunmmaMu TPUBOIUT K PA3BUTHIO TH-
nepkoaryisinuu [29]. lokazan u gpyroi npoTpomo6o-
trdeckuit 3pPexT ADA, KOTOPHI MPOSBISETCS B UX
CIIOCOOHOCTH HAaNpsMYyI0 aKTUBUPOBATh HHIIOTEIH-
aJIbHBIC KJIETKH, BBI3BIBATh AaKTHUBALMIO U arperamnuio
TPOMOOLIUTOB, aKTUBUPOBATh CUCTEMY KOMIIEMEHTA
[17]. Tpom6o3bl y mu ¢ ADA, Kak MpaBuUiIo, Pa3BU-
BAIOTCSI IIPY HAJIMYMU [IPOBOLUpYoLIero (akropa, B
POJIM KOTOPOI'O MOTYT BBICTYIIATh TpaBMa, HH(eKuus,
MMMOOMIIM3aLusl, yCTaHOBKA KareTepa U ap. B sTom
KOHTEKCTE MIPEACTABISACTCS Ba)KHBIM OTMETHUTD, UTO Y
00IBHOTO TPOMOO3 TIepUPEPUIECKUX BEH CIIPOBOIIN-
pOBaH MOCTAHOBKOH Karerepa. OTAromamumm Mo-
MEHTOM B IIPEAPACIIONOKEHHOCTH MALEHTa K TPOM-
003y ciemyer cunuTarh He Tonbko Hammuue ADA Boi-
YaHOYHOTO THITA, HO BPOXKIEHHON TpoMOoduHH, 00-
ycnosneHHoi myTtanueit G20210A B rene nporpoM6u-

Ha B TETEPO3UTOTHOM COCTOSIHUH, @ TAK)KE TOMO3UTOT-
HBIM HOCHUTEIHCTBOM MOJIMUMOP(H3MA B TeHE TPOMOO-
nutapHoro perenropa HPA-1 A2/A2 u retepo3urot-
HbelM B rere PAI-1 4G/5G u ¢ubpunorena 455 G/A.

Jloka3aHo, 4TO HaJM4YHEe HACIIEACTBEHHBIX (aKTo-
POB pHCKa MOJKHO paccMaTpuBaTh Kak TeHETHUCCKHE
MapKEPHI MPOTPECCHPOBAHUS TTIOMEPYIOHE()PHUTOB,
CIIOCOOHBIX MTPOBOIMPOBATH MPOLECCHI MUKPOTPOM-
0000pa30BaHU B KAMAJUIAPaX KIIYOOUKOB MTOYEK, YTO
MIPUBOAMT K MPOTPECCHPOBAHMIO IIIOMEpYyIoHEDpH-
TOB M Pa3BUTHIO IMOYeuHON HeocTatognoctd [30-33].
lopmoHanbHas W/HMIM DUTOCTATHYECKast TEpaIys, Ha-
MIpaBJICHHAs] Ha IMOAABJICHHE ayTOMMMYHHOTO MeXa-
HH3Ma 3a00JIeBaHus, CeaHCH T1a3Madepesa, HeoOxo-
JIMBIE TSI CHYDKSHUS TUTPA HUPKYIHpyromux ADA,
aHTHAarperaHTHas 1 aHTHKOATYJITHTHAS TePAIHs TI0Ka-
3anbl nanueHTam ¢ CKB, BomuanounsiM Hedpurom,
BropuaHbiM ADC [30-33].

JlanHoe HaOIIOAeHHUE HUITIOCTPUPYET pa3BH-
tHe ADC y GOJBHOrO C BOIYAHOYHBIM HE()PUTOM C
BpoxIEHHON TpoMmOodmueit. [Ipencrapnsercs Bax-
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HBIM BHEAPEHHE B MEAMATPUUECKYIO Hedposoruye-
CKYIO NIPAaKTUKY CKPUHUHTA HA TEHETUYECKUE MapKE-
pBl TpOMOODUITHH.
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[MPABWJTA 14 ABTOPOB

Kypnan «Hedpponorus» myonikyeT cooOIeHns 10 aKTyalIbHBIM BO-
npocaM KIMHHYECKON 1 SKCIIEPUMEHTAIBHOH He(POIIOTUH M CMEXKHBIX
obacteil (GpU3HOIOrHs U IATONOTUS BOJHO-COJIEBOTO TOMEOCTa3a, Co-
CTOSTHUE IIOYEK IIPH APYTHX 3a00/IeBaHUAX, METO/IbI 3(hepeHTHOI Tepa-
iy U T.4.). Kpome Toro, B ka)I0M HOMepe npeJicTaBiIeH paszaen «Kyp-
HaJl B XKypHAJIe», B KOTOPOM ITyOJIUKYIOTCSI COOOIICHUS 110 aKTyaIbHbIM
npoGiemMaM ypoJIOTUH, BOIPOCAM HeANaTPHIEeCKol HePOIOruH | Te-
pHaTpUYECKOi HePOIOTHH.

XKyphnan npeacrasiser HHGOPMAIHUIO B CIICIYIONIEM BHIE:

- IepenoBsie cratbu

— O030pbI U JIEKIUI

- OpHruHaNbHbIC CTaThI

- Kparkue coobuenus

- Habumronenus U3 npakTuKu

- MeTtoanueckue cooOIeHNs

- Jluckyccust 1 nH(GopMaIus (JIMCKYCCHOHHBIE CTAaThH, PEIICH-
31U, INCbMa B PEIAKIINIO, COOOIIEHHS O TTaHaX IPOBE/ICHNS KOHpEpeH-
LU, CHMITIO3MYMOB, ChE3/I0B 110 Hedposorun B Poccun n 3a pyoexom,
OTYETHI O HUX, QHHOTAIINK HOBBIX KHHUT 110 HE(POJIOTUH U T.1.)

- Martepuaisl 11 HOCISAUTIIIOMHOT0 00pa3oBaHus 110 Hedpo-
JIOTHH

- Pexnama.

B pasnene «IlepenoBble cTaTbiy MyOIMKYIOTCS paOOTHI, BHIIOITHEH-
HBIC TIPEUMYIICCTBEHHO 10 3aKa3aM PEIaKIMH.

Bce npencrasisemMble MaTepHalIbl PELIEH3UPYIOTCS U 00CYKAAF0TCS
pelaKIMOHHOM KoJuleruei.

Obuque npasuna. PyKonvch CTaThH J0JDKHA OBITh IPEICTABICHA B
IIBYX DK3eMILULIpax, HareyaTaHHoi mpudrom He MeHee 12 yepe3 2 uH-
TepBalia Ha OJHOU cTopoHe Oemnoit Oymaru dopmara A4 (210x295 Mm)
C MOJISAIMH B 2,5 CM 1O 00€ CTOPOHBI TEKCTa, MPOAYOIMpOBaHa Ha HJIEK-
TPOHHOM HOCHTEJIE MJIH JOTOHUTEIILHO PHCIIaHa 10 3JIEKTPOHHOH 110-
yre. JIomycTHMO HalpaBJICHUE PYKOITHCEH TOJIBKO 10 3IEKTPOHHOM I10-
yte E-mail: akulikova952@gmail.com OHako Kax/1blii Takoi ciydait
JIOJDKEH OBITh PEIBAapUTEIBHO COINIacOBaH ¢ Peakiueii.

Pykonuce cmamvu 0ondicha ékarouamp: 1) TUTYIBHBIA JIUCT HA
PYCCKOM M aHIVIMICKOM si3bIKe; 2) pedpepar Ha PyCCKOM H aHIIMHCKOM
A3bIKE; 3) KIIFOUEBBIE CI0BA HA PYCCKOM M aHIIIMICKOM SI3bIKE; 4) TEKCT
CTaThu; 5) TaOMULBL, 6) WLTIOCTPAIMH; 7) TOMIHUCH K WLTIOCTPALIUSIM;
8) Oubnmorpaduveckuii cmcok; 9) cBeaeHus 00 aBTOpax.

Tumynvhstii 1ucm dondncen cooepricamsp: 1) MHUIUATBI U HaMUTHH
aBTOPOB; 2) Ha3BaHHUE CTAaThU, KOTOPOE JOKHO OBITH HHYOPMATUBHBIM
1 JIOCTATOYHO KPAaTKUM; 3) MOJIHOE Ha3BaHHE YUPEKCHHS U MOApasJie-
nenust (kadeapbl, 1abopaTopuu U T.1.), T padoTaeT KaKIblid U3 aBTO-
poB. A66peBuarypsl, Haipumep, HUU, CIIOGI'MY u T. 1. HeIOyCTUMBI.

Peghepam opuruHaIbHOM CTATEH JOIDKEH OBITH CTPYKTYPHPOBAHHBIM
H 6KII0Yamb yemvlpe 00s3amenvhvle pyopuku: a) Uelb UCCICIOBAHUS;
0) MaMeHTHl 1 METO/BI (MaTEpHal U METOJbI — JUIsl SKCIIEPHMCHTAIb-
HBIX paboT); B) pe3yNbTaThl; ') 3aKimoueHne. O0beM pedepara ToIDKeH
obITh He Oonee 200 — 250 cioB. [locie pedepara moMeIarOTCs «KJ1k0-
uegste cnoeay (ot 3 1o 10 ci0B), CIIOCOOCTBYIONINE HHICKCHPOBAHUIO
CTaThbH B MH(OPMALMOHHO-TTOUCKOBBIX CHCTEMAaX.

Pepepamul 0630pos, nexkyuil, OUCKYCCUOHHBIX cmamell coCmass-
10MCsl 8 NPOU3EONLHOU hopme.

Texcm opuzuHaiIbHOU cmamovu O00NNHCEH UMEMmb Cle0YIOuYI0
CpYyKmypy:

Bsedenue. B HeM GopMyiupyeTcs el 1 HeOOXOAUMOCTb IIPOBEIe-
HUA UCCIICIOBAHNUSI, KPATKO OCBEIIAETCsI COCTOSHUE BOIPOCA CO CChUIKA-
MU Ha HanOoJjIee 3HaUMMBbIe ITyOINKaIHH.

THayuenmvl u Memoowvl (Mamepuan u Memoovl — 05l IKCNEPUMEH-
manvhelx pabom). IIpUBOAATCS KOIMYECTBEHHBIC Y KAUECTBEHHBIC Xa-
PAKTEPUCTHKH OONBHBIX MM APYIHX 0OBEKTOB MCCIENOBAHUA (310p0-
BBIC JIFOJIN, 3KCIICPUMEHTAIIbHBIC KHBOTHBIC, ITATOJIOr0aHATOMHYECKHI
Marepuai 1 T.J1.). YIIOMUHAIOTCSI BCE METObI HCCIICI0BaHUM, IPHMEHSB-
mmecs B paboTe, BKIIIOYask METO/IbI CTaTHCTHYECKON 00pabOTKM JTaHHBIX.
IIpu ynmoMuHaHUY anmapaTyphl 1 HOBBIX JIEKapCTB B CKOOKAX yKa3bIBaii-
TE IPOM3BOAUTEIIS M CTPaHY, IJIe OH HaXOJUTCS.

Pesynomamer. VIX crieyeT npeicTaBiIaTh B JIOTHYECKOIT OCIIEI0Ba-
TEIBHOCTH B TEKCTE, TAONUIAX M Ha PHCYHKaX. B TekcTe He cieyer mo-
BTOPSITh BCE JAaHHBIC U3 TaOJIMI] M PHCYHKOB, HAJI0 YIIOMUHATH TOIBKO
HanOoJiee BaKHBIC U3 HUX. B pHCyHKax He cieqyeT JTyOnupoBaTh naH-
HBIC, IPUBE/ICHHBIC B TaOIHIaX. BennunHb! n3MepeHuid T0IKHBI COOT-

BeTCTBOBaTh MexayHapoanoil cucreme exunuil (CU), 3a HCKITIOUCHH-
€M I0Ka3aTeleld, TPAANINOHHO U3MEPSIEMBIX B JIPYTUX eIUHHIAX. Pu-
CYHKH U TaOJMIIBI PA3MEIAIOTCS B TEKCTE CTAThH.

Obcyacoenue. Hano BBIACIATH HOBBIC M BaXKHBIC ACIIEKTBI PE3YiIb-
TaTOB MCCJIEIOBAHMS U 10 BO3MOXKHOCTH CONOCTAaBIATh UX C JAHHBIMU
JIPYTUX MCCIIEIOBATENICH, HE CIeyeT ITOBTOPSTh CBEACHMUS, YXKE IPH-
BOZMBIINECS B paszeine «BpeneHue», 1 nMogpoOHbIC TaHHbIE U3 pa3je-
na «Pe3ynbrareny. B 00cyskieHIe MOXXHO BKIIFOYUTH 0OOCHOBAHHBIE Pe-
KOMCHIAIINH.

3axntoueniie TOIHKHO KPATKO CyMMHPOBAaTh OCHOBHBIC HTOTH PaOOTHI.

Obveounenue pyopux (nanpumep, «Pezynomamut u obcysicoenue)
neoonycmumo!

Pybpukayus 0630pos, nekyuil, OUCKYCCUOHHBIX cmamell, HaOI0O0eHuUll
U3 NPAKMUKU, MEMOOUYECKUX COOOUeHUTI MOdcen OblNb NPOU3EONLHOLL.

ITpu ynomuHanun GpaMUITHIL OT/ICTBHBIX aBTOPOB B TEKCTE MM JOJIK-
HBI IIPEIIIECTBOBATD MHHUIHABI (MHHUIMAIB! M (paMIITHNA HHOCTPAHHBIX
ABTOPOB IIPUBOJSITCS B OPUTHHAIBHOM TpaHCKpuin). Eciu craths Ha-
ncaHa 0ojiee 4eM JIByMs aBTOpaMHU, B TEKCTE YKa3bIBalOTCS MHUIAAIIBI
1 (paMIITUS TOJIBKO IIEPBOTO aBTOPA, OCIIE KOTOPOH CIIETYeT «U COABT.».

B Tekcrte cratbn OnOMMOrpaduuecKre CChUIKU JAOTCs apaOCcKH-
MU dpaMi B KBaJpaTHbIX ckoOkax. B Oubmmorpaduio He pekomMeH-
JIyeTcs BKIIFOYATh JIMCCEPTAIIMOHHBIC PAOOTHI, TaK KaK 03HAKOMJICHHE C
HHMH 3aTPYIHUTEIIBHO.

Tabnuyer. Kaxnast tabmuna rneyaraercs dyepes JiBa HHTEpBaia H
JIOJDKHA IMETh Ha3BaHHE M IOPSAKOBBIA HOMEP COOTBETCTBEHHO IIEPBO-
MY YIIOMHHAHHIO €€ B TeKcTe. TabIuIbl pactonaratoTcst B TEKCTE CTaTbU
B COOTBETCTBUH C IEPBBIM yroMuHaHUeM. Kaxplit cronden B tabmu-
IIe JIOJDKEH MMETh KPaTKUH 3aroI0BOK (MOJKHO HCIIONIb30BaTh a00OpeBH-
atypbl). Bee pa3bsicHeHns1, BKIIIOYas paciiudpoBKy abOpeBuaryp, HaJlo
pa3Melarh B CHOCKaxX. YKa3bIBalTe CTaTHCTUYCCKUE METOJIbI, HCIIOIb-
30BaHHBIC I NPEACTABICHUS BapHaOEIbHOCTH JIAaHHBIX U JJOCTOBEp-
HOCTHU Pa3IMYMA.

Tpu nabope mabnuy ne HAOO UCNOTBL306ANb HUKAKUE CUMBOITb, UMU-
mupyrowue TuHeliku (ncesdoepapuxy, degpuc, cumeon noOYepKUBans).

Hnnrocmpayuu (pUCYHKH, CXEMBI, THarpaMMbl) pacIioyiaraloTcsi B
TEKCTE CTaTbU B COOTBETCTBHY C MEPBHIM yroMUHaHHEM. OHU TOIKHBI
OBITH Ipe/ICTaBIICHBI B IEKTPOHHOM BHIE B popmare ¥*PCX, *TIF, *BMP,
*JPG, a pororpaduu — roneko B hopmare *TIF. [lomycTumo npescranie-
Hue ororpaduii Ha DIsTHIEBOI Oymare. B Takom citydae Ha 000pOTHOI
CTOPOHE MATKUM KapaH/AIIOM JOJKHBI OBITh YKa3aHbI: (haMUIIHs aBTO-
pa (TonbKo nepBoro), Homep hoTtorpaduu, odo3HadeHHe Bepxa GoTorpa-
¢yn. PUCYHKY He TOJKHBI OBITh IIEperpyKeHbI TEKCTOBBIMH HAAUCSIMH.

WmocTpaiuu, Kak MpaBHiIo, ITyOINKYIOTCS B YepHO-OEIOM Ba-
puanre. Mnmocmpayuu mo2ym Obims onyoIuKosanvl 6 yeemHom Gop-
Mame 3a cuem agmopos. ABTOPBI, JKENArOIINe ITOMECTHTD WILIFOCTPa-
I[MU B TAKOM BHJIE, JODKHBI IIPE/IBAPUTEIILHO COIIACOBATh JAHHBII BO-
npoc ¢ Penakuueii.

IToonucu Kk unnocmpayuam ne4aTaloTCs yepes 2 NHTepBalia ¢ Hy-
Mepanuei apabckuMu nUdpaMi, COOTBETCTBYIOIIEH HOMEPaM PHCYHKOB.
IMoanuck K KakJIOMy PUCYHKY COCTOUT U3 €TO Ha3BAHMS M «JICTCHIBD»
(0OBsICHEHHS YacTell pUCYyHKa, CHMBOJIOB: CTPEIIOK M JAPYTHX €ro JeTa-
neit). B moamucsax k MukpodoTorpadusm Ha/lo yKa3bIBaTh CTEIICHb yBe-
JIMYEHNS, CIOCO0 OKPACKH WJIM UMITPETHAINH.

buobnuozpagpuueckuii cnucok nevataercs yepes 2 MHTepBala,
Ka’K/Iblil HICTOYHHK C HOBOW CTPOKH MO/ MOPSIKOBEIM HOMEPOM. B cnui-
cKe 6ce pabombl NepeyucIAIomes 8 NOpsioKe YUMUpOBanus (CCblIOK Ha
HUX 6 meKkcme), a He no angasumy amunuii nepsvix asmopos. Ilops-
JIOK COCTaBJICHHsI OMOIHOTrpaduecKoro CIrcKa CIe YO a) hamu-
st (M) ¥ MHALHANEI aBTOpa (OB) KHUTH WM CTaThH; 0) Ha3BaHHE KHHU-
TH WM CTaThbU; B) BBIXOJHBIC JaHHbIE. [IpH aBTOPCKOM KOJUIEKTHBE J10
4-X 4eI0BeK BKIIIOYHTEIFHO YIOMHHAIOTCS BCE aBTOPHI (C MHULHATAMA
nociie pamunun). [Ipn GoIBIINX aBTOPCKUX KOIUIEKTUBAX YIIOMHHAIOT-
sl TPH MIEPBBIX aBTOPA U 100ABISIETCS «U Ap.» (B MHOCTPAHHOMH JIMTEepa-
Type «et al.»). B HeKOTOpBIX ciTydasx, KOTjia B KaueCTBE aBTOPOB KHUT
BBICTYIAIOT MX PEJAKTOPHI MM COCTABUTEIIH, 1OCHEe (haMIIUHI HOCIE-
HETO0 U3 HUX B CKOOKAX CJIEyeT CTaBUTh «PeJl.» (B MHOCTPAHHBIX CChLI-
Kax «ed.»). Toukn Mexty ¥ IoCIie HHUIMAIOB aBTOPOB (32 HCKITIOYCHH-
€M TI0CJIE/THEr0) He CTaBATCS.

B 6ubnuorpaduieckoM ONMMCAaHWU KHUTHU (IIOCIC HA3BaHUS) MPH-
BOJIATCS HAa3BaHNE U3/IaTEIICTBA, TOPOJI, TO U3JaHUs (BCE yepes 3ars-
TYI0), IOCJIC TOUKH C 3aIsITOi — HOMEepa CTPaHUIl, Ha KOTOPbIe KOHKPET-
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HO ccbutaeTcs aBTop. Ecim ccbika 1aeTcst Ha IaBy U3 KHUTH, CHa4ala
YIOMHHAIOTCS aBTOPBI M Ha3BaHUE IVIAaBBbI, MIOCJIE TOUYKH — C 3arJaBHOMN
OykBbI ctaButcst «B:» («In:») n pamunusi(u) aBTopa(oB) WK BEICTYIIA-
IOLIETO B €ro Ka4ecTBE PeakTopa, 3aTeM Ha3BaHHEe KHUTH H BBIXOJHBIC
JIAHHBIC €¢. HaszBanwne kHuru BBIZICIISACTCA KYPCHUBOM.

B 6ubnmorpaduueckoM ONMMCaHWM CTAaTbH M3 JKypHaia (Iocie ee
Ha3BaHHA) IPUBOJUTCS COKPAIIEHHOE Ha3BaHUE KypHaa (KypCHBOM) U
TO4 U3JaHUus (Men(z[y HHMHU 3HAK IPETIMHAHUSA HE CTaBI/ITCﬂ), 3aTeM I10-
CJIe TOYKH C 3aIITON — HOMEp 0TeUeCTBEHHOT0 XKypHaja (Ul HHOCTpaH-
HBIX JKypHaoB — Ne ToMa, B ckoOKkax Ne skypHaia), mocie JBOeToqns 1mo-
MernaroTes Hudpel MepBoii 1 mocieHel (depes Tupe) cTpaHuil. B omnu-
CaHMSX CTaTel U3 JKypHAJIOB, HMEIOIINX CKBO3HYIO HyMEpALHIO CTpa-
HHUII Ha IPOTSHKEHUH TOMA, YKa3aHHEe HOMEpa JKypHalla HeoOs3aTeNbHO.

HazBaHus oTeuecTBEHHBIX KYPHAIOB B OMOIMOTpadIeckoM CITHCKe
CJIEAYET IPUBOJAUTE B 06H_[erI/IHHTI)IX COKpaIICHUAX, THOCTPAHHBIX — B
pexomennoBanubIx Index Medicus.

B Gubnmorpaduueckom OmMCaHNK AUCCEPTALUK WK aBTopedepa-
Ta AUcCCepTaluu IMPUBOAATCA (l)aMI/[J'[I/Iﬂ 1 MHUALMAJIBI aBTOpA, Ha3BaHUS
paboThI (KypcuBoM), BU paboThl (ucceprariysi, asropedepar), yKasbl-
BAETCs BUJI JUCCEPTAINN (TOKTOPCKasl, KAHANAATCKAsT), 00IaCThb HAyKH,
0 KOTOPOH 3allUIIeHa AUCCEPTaLHsl, MECTO U TOJI 3aIHThI, HOCJIe TOY-
KU C 3aITON — CTPAHULIBI HE KOTOPBIE IACTCS CChIIKA.

B 6ubnuorpagpuueckoM onucaHuy COOPHUKOB TPYAOB HayUHBIX (o-
PYMOB NIPUBOAATCS (paMUIINN ¥ MHHUIUAIBI aBTOPOB, Ha3BaHUE PaOOTEI,
Ha3BaHHUE M3/laHus (TE3UChI, MaTePHAbI, TPYABl U T.J. — KyPCHBOM), B
CKOOKax — MECTO U TOYHAs JjaTa mpoBeieHus1 Gopyma, MECTO U IOfL H3-
JaHus TPyIoB Gopyma, HoMepa CTPaHUIL.

Touxw B KOHIIE onMcaHns OMOIMOrpahUIECKOro NCTOUHNKA HE CTa-
BSTCH.
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JIPEHUPOBAHME BEPXHUX MOYEBBIX ITyTEH IPH JCUEHUH MOYEKAMEHHON
6onesun. Mamepuane: Ilepeozo Poccuiickoeo KoHzpecca no 3HO0ypono-
euu (Mockga, 4—6 uronst 2008). M., 2008; 265-266

Csedenus 06 agmopax BKIIOYAIOT: (PaMUIINIO, UM, OTIECTBO (II0JI-
HOCTBIO), MECTO paOOTHI, JOJDKHOCT, YIEHYIO CTEIICHb 1 3BaHHE, TOTHBIH
MIOYTOBBII afpec, HOMep TesedoHa (C yka3aHHeM KoJa Topoaa U, eIy

CTaThsl IPECTaBIsCTCs He U3 POCCHU, TO M CTPAHBL) KAMCO020 agmopa.
Crenyert yka3aTb, ¢ KEM U3 aBTOPOB PeJaKLUs U YUTATSIIH MOTYT BECTH
TMIEpEenuCKy 1 10 BO3MOXKHOCTH yKa3aTh HOMEP ero (hakca u, 6 odsazameinb-
Hom nopsaoke, E-mail. Ilockonbky nH(oOpMaIys 0 KOHTAKTHOM JIHLE pa3-
MEILAeTCs B XKypHAJIe, He PEKOMEHIYeTCs yKa3bIBaTh JOMAIIHUE apeca.

K cmamve oonscno 6vimo npunosceno opuyuanvHoe Hanpaene-
Hue yupescoenus, 6 KOmopom npoeedena paboma. Ha nepBoii crpanu-
1€ CTAaTbU JOJIKHBI OBITH BH3a U TIOAMUCH HAYYHOTO PYKOBOAUTEIA, 3a-
BEpEHHAas KPyIJIOH TeYarhlo yupexaenus. Ha nocnennei crpanune cra-
ThbU JOJIKHBI OBITH TIOAMNCH BCEX aBTOPOB.

Penakiust, eciiu couTeT HeOOXOAUMBIM, MOXKET HOTPEOOBAThH KOTTUIO
paspelieHust COOTBETCTBYIOIIETO STHYECKOr0 KOMUTETA Ha IIPOBEICHHE
PadOThI, PE3yJIBTATBI KOTOPOii CTAIN OCHOBOM JUISL CTAThH.

[Ipu HampaBIeHUH CTaThH TOJBKO 110 JJIEKTPOHHOM IIOYTE CTPAHMUIIB,
TpeOyrolue MOANNUCEH, eyaTel, pa3pelInTeIbHBIX BU3 JTOIKHBI OBITh
CKaHHUPOBAHBI C OPUTHMHAJIA U B TAKOM BHUJEC IIPEICTABIICHEI B Pez[axumo.

OObeM OpUTHHAIIBHON CTaThU, KaK MPaBHUJIO, HE JOJKEH MPEBbI-
mare 10—15 MaIIMHONMKMCHBIX CTPAHMII, KPAaTKUX COOOIIEHMH U 3aMe-
TOK M3 TIPAKTUKK — 6—8 CTpaHMIL, JIeK1uit 1 0630poB — 20-25 cTpanwuil.

Kax mpaBuito, cTaThy, HarpaBICHHBIE B Ky PHAT MyOIHKYIOTCS B TTO-
psaxe noctymiuenus B Pegakimto. lIpu npouux pasnsix ycinoguax noo-
RUCHUKU UMEIOM NPA60 HA NEPEOOUEPeOHOe PasMeuleHlle Mmamepu-
anoe. B nocnenHem ciyyae K CTaThe JOMKHA OBITH MPUIOKEHA KON
KBATAHIWH O ITOAITMCKE Ha XypHAaJ.

Peoaxyus ocmasnaem 3a co6oii npaso cokpawiams u peoaxKnmu-
posamb cmambou.

Cratby, paHee OrmyOIMKOBaHHbIE MM HAITPABJICHHBIC B IPYTOI Kyp-
HaJl 11 C60pHI/IK, HE IPUHUMAIOTCA.

Pa6otsl, ohopmIeHHEIE HE B COOTBETCTBUH C YKa3aHHBIMU TIPaBH-
JIaMH, BO3BPAIIAIOTCS aBTOpaM 0e3 pacCMOTPEHHS.

ABTOpCKHE TOHOPAPHI )KyPHAJT HE BBITLIAYNBACT.

Aemop (aemopuvr) mamepuanog, npedcmasiennsvix 6 ycypnan «He-
¢ponozusy ona nyonukayuu, nepeoaiom Hcypuay Ha 6€3603mMe30H0ul
0CHOG€ HA HEOZPAHUYEHHDLIL CPOK ClledyIoujue npasa:

1. IIpaBo nHa BocmpousseseHne (omyOanKoBaHNE, 0OHAPOOBAHNE,
nyOanpoBaHue, THPAKUPOBAHHE WM HHOE Pa3MHOXKEHHE MaTePHAIIOB)
6e3 orpaHMYEHHs THPAXKa HK3EMILIAPOB. IIpn 9TOM KayKIbIi SK3eMILIAP
MaTepHajIoB JOJDKEH COIePIKaTh UMs aBTOpa (aBTOPOB);

2. IlpaBo Ha pacIpOCTPaHCHNE MATEPHAIOB JIOOBIM CIIOCOOOM;

3. IlpaBo Ha mepepadoTKy MaTepuasoB (CO3JaHue Ha €ro OCHOBE HO-
BOTO, TBOPYECKHA CaMOCTOATEIIBHOT'O l'IpOI/[3Be[[eHI/I$I) M IIPaBO HA BHECCHUE
M3MEHEeHUI B MaTepHaJIbl, He IPEACTABIAIONX CO00M NX IepepaboTKy;

4. I1paBo Ha MyOGNUYHOE UCTIOTB30BAaHNE MATEPUATIOB U IEMOHCTpAa-
U0 UX B I/[H(I]OpMaI_[I/IOHHBIX, PEKIIaMHBIX U IIPOYUX LEIIAX;

5. IIpaBo Ha moBeneHME O BCEOOLIETO CBSICHNS;

6. IIpaBo mepeyCcTynHUTh Ha AOTOBOPHBIX YCIOBHUSX YaCTUYHO MIN
HOJHOCTBIO TOJTYy4YEHHBIE 110 HACTOSIEMY JOTOBOPY IpaBa TPETHHM JIH-
11aM 0e3 BBIIJIATHl aBTOPY (aBTOpaM) BO3HATPAXKIACHUS.

7. ABTOp (aBTOPBI) rapaHTUPYET, YTO MaTEPHUAIb, IPaBa HA UCTIOb-
30BaHUEC KOTOPBIX NEPEAAHBI JKYPHAITY, SABJIAIOTCSA OPUTMHAJIBHBIM IIPO-
H3BEJICHUEM aBTOpa (aBTOPOB);

8. ABTOp (aBTOPBI) rapaHTHPYET, YTO AAHHBIE MaTepUAIbl HUKOMY
paHee o(HIHANBHO (T.€. TT0 (OPMATBHO 3aKIFOYEHHOMY JO0TOBOpPY) HE
nepeaBanach Uil BOCIPOM3BEACHHS U HHOTO HCHOIb30BaHUS;

9. ABTop (aBTOpHI) EpeaaeT mpasa )KypHaITy Ha OCHOBE HEHCKIIIO-
YUTETHLHON JIMLICH3UU,

10. Xypnan obs3yercst coOmonarh MpexyCMOTPEHHbIE AeiCTBYIO-
MM 3aKOHOZIATeILCTBOM aBTOPCKHE IIpaBa, IpaBa aBTopa (aBTOPOB), a
TAKX€ OCYHICCTBIIATH UX 3alIUTY U NIPUHAMATh BCE BO3MOXKHBIC MEPBI
JUIA IPEAYTIPEKACHUA HAPYIICHNUS aBTOPCKUX MIPAaB TPETBUMMU JINLIAMU

11. Teppuropus, Ha KOTOPOIi JOMyCKaeTCs NCIOIb30BaHUE ITPaB Ha
MaTepualbl, He OrpaHuYeHa.

Hanpaenenue asmopom (asmopamu) mamepuanos ¢ ycypnan «He-
¢ponozusy ona nyénukayuu cuumaemca coznacuem agmopa (agmo-
P086) Ha nepedayy JHcypHATy NPAe, Nepe ucieHHbIX GblULe.

Appec pegakuun: 197101, Cankr-lNMeTtepOypr, yn.JibBa Tonctoro, a4. 17,
CMnormy uwm.akap.u.M.MNaenoea, Kopnyc 54, xxypHan «<Hedpponorusa»
TenedoH: (812) 346-39-26; dakc: (812) 234-91-91

E-mail: akulikova952@gmail.com
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