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AKTYyanbHOCTb. [laHHble O MPUYMHAX U KIWUHU-
YeCKOM TEUYEHUWN XPOHMYECKOWN 6one3Hu nouyek
(XBM) 1lI-V cTtaguii y peTen [OLWKONbHOIMO BO3-
pacTa MOryT nomoub akyllepam, negmatpam,
Hepponoram B AMArHOCTMKE W JIeYEHUN 3STOro
COCTOAHMA, onpeaeneHnn nporHosa. Lienb — 13-
YUNTb MPUYMHBI U OCOBGEHHOCTU KIMHUYECKOTO
TeyeHua XbBI IlI-V ctagun y pgetein AOWKONbHO-
ro Bospacta. Matepuan n mertogbl. [puynHbI
N KnnHnuyeckme ocobeHHoctu XBI -V cTtagnin
nccnefoBaHbl y 55 geTen [OWKONbHOrO Bo3pacTa
(o1 7 mecsueB o 8 net). U3 Hux y 24 6bina guarHo-
ctuposaHa XBI -1V ctagwui, 31 pebeHoK ¢ Tep-
MuHanbHon ctaguen XbI Haxogunca Ha neputo-
HeanbHOM guanuse. Pesynbratbl. 96% cnyvyaes
XBI I-V ctagun y geteit AOWKONbHOIO BO3pacTa
6biny 06ycnoBNeHbl BPOXAEHHOW/reHeTNYeCcKon
natonoruven novek. MpegmkTopamn Havyana 3a-
MeCTUTeNIbHOW MOoYeYHOW Tepanuu Jo 5 neT AB-
NANUCb aHTEHaTaJIbHOEe BbIABNEHNE BPOXAEHHbIX
aHOManuii pa3BUTUA MOYEBOW CUCTEMbI, ONIUTOrU-
L PaMHVOH, NOBbILWEHHAA a30TEMUSA B MepUoS Ho-
BOPOXAEHHOCTN. PacnpocTpaHEHHOCTb aHemMuu,

runepnapaTtnpeosa, runeppocdparemmm, aptepu-
anbHOW rMnepToHNM Gbina Bbille Y AeTel Ha fna-
nu3How ctagum XBl, y 26% 3Tnx nayMeHTOB BbIAB-
NieHa runepTpodua mMrokKapga u/unu gunatauus
neBoro xenypouka. ¥ 42% pervenn AMarHoCTMpo-
BaHa 3afepxKa pocTa, y 40% — 3agepKa ncmxo-
peueBoro pa3suTua. 3akntouyeHume. TeyeHne XbI
y [OOLWKOJIbHNKOB XapaKTepu3yeTcsa coyeTaHeM
onpefeNieHHbIX MeTaboNnyYecknx PaccTponCTB
C 3aJlepXKOoI pocTa (4acTo BblpaKeHHON) 1 ncu-
XMYEeCKOro pasBUTUA, YTO CYLIECTBEHHO OrpaHu-
YMBaeT BO3MOXHOCTW COLMaNbHOW apanTaummn
GONbHBIX AeTeil U CouManbHYl aKTUBHOCTb WX
popuTeneii. B BefeHMM NaLMeHTOB paHHero BO3-
pacta ¢ XBI llI-V ctaguin xenatenbHo yuyactune
He TONIbKO Bpayen-nefmaTpoB 1 Hepponoros, HO
N NCUXOHEBPOJIOrOB, KIUHUYECKMX MCUXOJSIOrOB,
neparoros.

KnioueBble cnoBa: fetu, XpoHuyeckaa 6onesHb
noyek, BPOXKAEHHblE aHOManuu Pa3BUTMA MoYe-
BOW CUCTEMbI
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poHnyeckas 6omesHp modek (XBII) - co-

CTOsIHME, CBSI3aHHOE C HEOOPATUMBIM I10-

YeUHBIM TOBpeXeHNeM, KOTOpOe MOXKeT

IIPOTPeCcCUPOBATDb N0 TEPMUHAIBHOIN CTa-
Zuy — ytparbl nodeuHoil ¢yukumu. Jns XBII xa-
pakTepHbl MHOroOOpasHble PAaCCTPOIICTBA TOMEO-
CTa3a, HapacTallye I0 Mepe CHVDKeHMA QYyHKIUU
HOYeK: aHeMUsI, HAPYIIeHN s INTaHN, MeTabo/ I de-
CKMII alMjo03, MUHEPa/NbHO-KOCTHbIE HAapyIIeHMNS,
apTepuanbHasA TUIEPTOHUA, CePAEYHO-COCYAUCTAA
natonorus (rumeprpodus ¥ [UIATalVA JIEBOTO
XKeNTYRoUYKa, AUCHYHKIUSA cephua, Kanbuuduxa-
nus cocynos). Y pereit XBII compoBoxkpaercs elne
u cnenuduyeckumMu mnpobreMamy, TaKMMY KaK Ha-
PYLIeHMe POCTa M ICUXOCOLMAIbHOM aganTannmn [1].
OxnpaeMas TpOJO/KUTENbHOCTD JKU3HU Y JeTell
Ha Majn3e OLeHNBaeTC sl Ipubau3nTenpHo B 18 et
[2], a puck cmepTu B 30-150 pa3 Bbllle, 4eM B 001Lelt
nepguaTpuyeckoit nonynAauuyu. OCHOBHOI IpUYM-
HOJl TIpeX/IeBPEMEHHOJ CMEPTHOCTY BBICTYIIAeT
KapiMOBacKy/IsApHas 60/e3Hb, acCOLUMMPOBAHHAS
¢ XBII [1, 3].

[Io maHHBIM SIUIEMMUONIOTUYECKUX MCCAENOBa-
HMIL, pacnpocTpaHeHHOCTh XBII Bapbupyer ot 15 o
74,7 cny4asi Ha 1 MyH peteit [1, 2] u yBenuuuBaercs
mo Bcemy mupy. Mexpgy 2000 u 2008 r. yacTtoTa Ha-
Yyaja 3aMeCTUTE/IbHOV IIOYE€YHON Tepalum y JeTen
U MOAPOCTKOB B Bo3pacre oT 0 go 19 neT BBIpOCHa
¢ 5,9 mo 15% Ha 1 maH nonynauuu. Passutue XBII
HepefIKO 3aIlyCKaeTCs ellle B IIPeHaTa/bHOM Iepu-
ofie, 4TO OTMEYaeTCs C YacToTou 126,7 cnydas Ha
100 toic. ponos [4].

B mocnemHme mecATUMIETUS TOABUIACH BO3MOXK-
HOCTb NIPOBOAUTDH 3aMECTUTENbHYIO TOYEYHYIO Te-
panuio y fieTeil ¢ MepBbIX THEN XXU3HM, laKe B CIIy-
YyaAX HeJJOHOIIEHHOCTY ¥ HAJIM4INUs COMyTCTBYIOIel
naronoruu [5]. KomnyecTBo MaLneHToB, y KOTOPBIX
XBIT III-V crapnit cbopMupoBamach B IepBble 5 €T
XU3HU (B TOM 4NCIIe U TeX, Y KOro 3abomeBaHue Io-
YeK BBIABTIEHO aHTEeHATa/IbHO UM B IEPUOJ HOBOPO-
KIEHHOCTH)), IOCTOSAHHO yBenn4mBaeTcA. JaHHbBIe
0 IpUYMHAX U KAuHMYeckoM TedeHun XbBII y mereii
TOIIKO/MbHOTO BO3pacTa MIOMOTYT aKyllepaM, Iefna-
TpaMm, Hepormoram B IMAarHOCTUKE U JIEYEHNN ITOTO
COCTOSIHMA, A TAKJKe NP OIlpefie/IeH M POTHO3a.

B cBs3U C BBIIIEN3TOKEHHBIM 1IENIbIO MICC/TEOBA-
HUs OBUTO U3yUYeHNe IPUYMH U 0COOEHHOCTel K-
Hudeckoro teyenus XBII III-V crapguit y ferent fo-
HIKOJIBHOTO BO3pacTa.

Matepuan n metoabl

Mpr NCCneJoBanmn HpI/I‘H/IHbI U KIMHNYECKIe OCO6€H—
HocTy XBIT III-V cTaguit y 55 geteit (37 Maab4nKOB,
18 feBOYEK) [JOLIKOIBHOTO Bo3pacTa (0T 7 MecsleB
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Io 8 7meT; MeguaHa Bo3pacTa 4 roga 5 MecsleB), Ha-
6mogaBuxcst B LleHTpe rpaBUTALMOHHON XUPYP-
ITMM KpOBM U TreMofmanusa [leTCKoil TOpPOACKOI
KJIMHUYECKO!l OOMpHMIBI CBATOro Brapumupa
JlemapTaMeHTa 3ApaBOOXpaHeHMsA TI. MOCKBBI
B 2008-2015 rr. V 24 manmeHTOB AMarHOCTMPOBA-
Ha XBII III-IV cTaguit (pacyeTHass CKOPOCTb KIIy-
6oukoBoit ¢punprpannn (CK®) menee 60, Ho 6onee
15 mu/MuH X 1,73 M?), U3 HUX 4 Ha MOMEHT o6cCe-
TOBaHMS >KMIU C QYHKIMOHUPYIOIIUM HOYEUHBIM
tTpaHcnaanTarom; 31 pebenok ¢ XBII V cragun (CKO
MeHee 15 mM/MuH X 1,73 M%) HaxoauIcsa Ha 3aMeCTH-
TE/IbHON IIOYE€YHON Tepaluy IEePUTOHEATTbHbIM [U-
ammM3oM. MBbl olleHUBanuM pocT u usndeckoe pas-
ButHe ferell (Mo KkoapPMUUMEHTY CTaHZAPTHOTO
otknonenns (Standard Deviation Score — SDS) po-
CTa ¥ MacChl Tela), ONPee/sIN YPOBEHb MOYEBUHBI
U KpeaTVHMHA, TeMOITo0MHa, a1bOyMMHa, KaabLins,
docdara CBIBOPOTKM, MAPATUPEOUTHOTO TOPMOHA.
CK® paccuursiBanacy no ¢opmyne IlllBapua. [Insa
OLIEHKV HEBPOJIIOTMYECKOT0 CTAaTyca U ICUXOPedeBo-
IO PasBUTM BCe MALMEHTDI OBbLIM IIPOKOHCYIBTUPO-
BaHBI HEBPOJIOTOM.

Cratucrtuyeckass o6paboTKa HaHHBIX IPOBORV-
nach B mporpaMmme Statistica 6.0. CpaBHeHMA IoOKa-
3aTeseit IO TpyNIaM IIPOBOAVIIN C MCITONIb30BaHMEM
t-kputepusa CTbIOfEHTA, PasnN4MA B JONAX OLEHU-
BA/IMCD 110 KPUTEPUIO .

Pe3ynbTatbl

Y nopasnsmoumero 60apmnHCTBA HeTeit (96%) mpu-
yuHoli XBII oxasamach BpOXX[i€HHas MaTONOTUA
mouek (Tabs. 1): BpOXK[eHHbIE aHOMAIUY PasBUTHS
MOYEBON CUCTeMBI (arasus / TUIOTUIa3us / JUCIIIa-
31 TIOYEK, K/IallaH 3a/jHell YPeTpbl, ;BYyCTOPOHHUIL
Merayperep U JBYCTOPOHHUII ruipoHedpo3), Hed-
POTHYECKMIT CUHAPOM (PUHCKOTO THUIIA U APyTue
dopmbl HeppoTHMUECKOrO CHHpPOMA, B TOM YMC-
7le acCOLMMPOBAaHHBIE C T'€HETUYECKOJ I1aTONOTH-
eit (cuagpom nail - patella, cuagpom lumxe, cun-
npom [lenuca — [Ipamma), ayTOCOMHO-pelieCCHBHAS
HOMMKNUCTO3HAsT 60O/Ie3Hb IOYeK, METUIMATOHOBAs
auyAeMus, aTUIIMYHBII TeMOMUTUKO-YPEMUIECK U
cungpoM. JIums y 2 (3,6%) pereit nmpuunnoit XBII
6bUI0 HpHOOpeTeHHOe 3abo/IeBaHye — ITIOMEPYJIO-
Hepur.

Jlna BesABIeHN A GaKTOPOB pucka passuTys XbII
ObIT TpOaHAMM3MPOBAH aHTe- M IepPYHATaTbHbIN
aHaMHe3 HAallUX IALMEeHTOB, KOTOPBIl OKa3ajics
OTATOLIeH V 3HAYUTENbHOI UX YacTy (Tab. 2).

Y 24 nauueHTOB C BPOX[EHHBIMM aHOMAalINA-
MU pasBUTHSA MOYEBOIl CHCTEMbBI THUIIEPAa3OTEeMMUS
ObITa BBISBIEHA )K€ B IIEPUOJ HOBOPOXJEHHOCTHL.
Y 18 (75%) u3 Hux B Bo3pacte oT 1 1o 55 MecsieB
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Tabnuua 1. MNprunHbl XpoHUYecKorn bonesHn nouek Il-V ctaguii y netei AOWKONbHOrO
BO3pacTa (faHHble [1eTCKoW ropoACKoN KNnHMYeckon 6onbHULBI CBATOrO Bnagummpa, r. MOckea,

2015r)

[OnarHo3

KonunyectBo
naumeHTos, n (%)

BpoxaeHHble aHOMannm pasBUTNA MOUYEBO CUCTEMbI (rMnonnasus/ 40 (72,7)
AMCnnasna noyek, KnanaH 3afiHei ypeTpbl, ABYCTOPOHHNN
MeraypeTep, ABYCTOPOHHUIA rnfpoHedpos 1 Ap.)
HedpoTtnuecknii cuHapom (GUHCKIiA, MHGaHTUMbHBII, B cOCTaBe 9(16,3)
cmHgpomos: LWnmke, nail - patella, JeHunca — pawa)
TnomepynoHedput 2(3,6)
ATVNUYHBIA FeMONIUTUKO-YPEMUYECKI CUHAPOM 1(1,8)
AyTOCOMHO-peLieccMBHaA NOIMKNCTO3HAA 601e3Hb noyek 2(3,6)
MeTtunmanoHoBas aungemun / aungypus 1(1,8)

Tabnuua 2. AHTe- 1 NeprHaTanbHbli aHaMHe3 feTel AOWKONbHOrO BO3PACTa C XPOHMUUECKON
60ne3Hblo nouek Il1-V ctagnit (naHHble [leTCKoM ropoACKON KIMHUYECKON OOMbHWLBI CBATOTO
Bnagvmmpa, r. Mockea, 2015 1)

[laHHble aHamHe3a

KonunuectBo nauneHTOB,

n (%)
JKCcTpakopnopasnbHoe OnIoAoTBOPeHne 4(7,3)
OnepaTrBHblE poAbl (KecapeBo ceveHune) 8(14,5)
HepoHoweHHOCTb (CPOK rectaumm meHee 37 Hefenb) 12(21,8)
Manbi Bec npu poxaeHun (2499 r n meHee) 8(14,5)
AHTeHaTanbHoe BblfIBNEHNE BPOXAEHHOW aHOMaNmN pa3suTra 10(18,2)

MOYEBOW CUCTEMbI

OnurornapaMH1oH 9(16,3)
[MnepasoTtemua B nepuoae HOBOPOXKAEHHOCTMN 24 (43,6)
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(MenvaHa 8 Mecsi1ieB) ObIT HAYAT XPOHUIECK UL TIEPH-
TOHeaJIbHBbIN Muanu3. Y 2 B la/JIbHENIIEeM BbITIOJTHEHA
ycHemrsas TPAaHCIUIAHTAIMA HOYKM. Tonbko 6 m3
9TUX MAIVIEHTOB B BO3pacTe 0T 7 Ko 60 Mecs1eB (Me-
IvaHa 42 Mecsna) He HYXX/Ia/IMCh B 3aMeCTUTEIbHOM
IoYe4HoN Tepanumn. V3 16 feTeit ¢ BpOXXAeHHBIMU
AHOMA/IMAMM PAa3BUTUA MOYEBON CUCTEMBI, Y KOTO-
PbIX runepasoTeMus MOABUIACDH [T03XKe 1-ro Mecsna
kusHu (o1 1 go 48 mecaues, Menuana 12 mecsies),
B 3aMeCTUTE/IbHOI IIOYEeYHOJ Tepanmmy Ha MOMEHT
Hoc/enHero o6CTeoBaHMsI HYXAANUCh TOMBKO 3
(19%, pasnuume B 4actore focTtoBepHO — p<0,01).

TakuMm 06pasom, y meTeit ¢ BpOXKIEHHBIMI aHOMAIN-
SIMI Pa3BUTVA MOUYEBOI CUCTEMBI BBISB/ICHNE TTOBBI-
HIEHHOI1 a30TeMMM y>Ke B IepHOf HOBOPOXK/AEHHO-
CTM CTY>KUT HeGMIarONpUsTHBIM IIPOTHOCTIYECKUM
(dbakTOpoM U yKas3bIBaeT Ha BBICOKYIO BEPOSITHOCTD
pasBuTuA TepMuHanbHON craguu XBII B mepsble
4-5 y1eT >XU3HN.

Ckopoctb mporpeccupoBanusi XBII (cpok ot
MOMEHTA AMAarHOCTUKIY §O BOSHUKHOBEHMS IIOTped-
HOCTY B 3aMECTUTE/IbHON MOYeYHOI Tepamlum) Co-
cTaBuia B cpenHeM 9 mecsnes (0T 1 1o 64 MecsiieB)
IpU BPOXKAEHHBIX aHOMAIUAX Pa3BUTUSI MOUYEBOI
CUCTeMBl ¥ KUCTO3HBIX JUCIUIA3NsIX modyek (n=21)
u B cpegHeM 10,5 mecsiia (0T 0,5 1o 44 MecsitieB) v fe-
Telt ¢ fpyrumu 3abonesanuAMu (n=31). B coyvasax
HedpoTuyeckoro cuuapoma ¢uHckoro tuma (n=>3)
HanyeHTaM IPOBOANIACH OuarepanbHas Hedpak-
TOMUA U HAauMHAJIachb 3aMeCTUTeNbHasA IOYeyHas
Tepanus (MepUTOHEAJIbHBIN AMANN3, 3aTeM TPaHC-
IUVTAaHTALYA IOYKY), I03TOMY BpeMs IIPOrpeccupo-
BaHus XbBII He o1leHNBAIOCH.

ConyTcTByOIasA MaTONOTUA 3HAYUTENbHO OTA-
romtaer tedeHme XBII y pereit paHHero Bo3pacra,
COKpaIas BO3MOXXHOCTY TepalleBTIYeCKOTO BMellla-
TenbCTBa. Y MOMKOMbHUKOB ¢ XDBII okasanucey mu-
POKO pacmpocTpaHeHbl KOMOPOMIHBIE COCTOSHMS
(B ocHOBHOM - 3abO/IeBaHMS L[EHTPANbHOI HEpB-
HOJl CMCTEMBI), B 4YacTU CIy4aeB OOYC/IOBIEHHbIE
BpOXK/IEHHOJ M/MNM Hac/leICTBEHHO! IaTooruen
(tabm. 3). O6pamjaer Ha cebss BHUMaHME PacIpo-
CTPaHEHHOCTb OTCTaBaHMA IICUXOPeYeBOro pas-
BUTUA. Y 4 JeTell CHUDKEHME MHTeIEKTa BXOMUIO
B CUMIITOMOKOMII/IEKC T€HETMYEeCKOTO CUHAPOMA,
y 15 6bII0 CBsI3aHO C OPTaHMYECKUM IIOPA>KEHUEM
L[EHTPa/JIbHON HEPBHOI CUCTEMBI BHE CHHJPOMAb-
HOI1 TaTO/IOTUY (BHYTPUYTPOOHbIe MHPEKLINY, HILIe-
MUYecKle HapylleHNsA B Iepy- ¥ IIOCTHATATbHOM
nepuope, IpuBefue K GOpMUPOBAHNIO KICT MU
ruppouedanuy CMEIaHHOTO TUIIA).

VY 6onbinHCTBA feTeii (Yalle Ha gUann3HOM CTa-
nun) BBIABIEHBI ocnoXKHeHuA XBII (tabm. 4): ane-
MU, GUCTUNNAEeMUs, HapyileHns ¢pocHopHO-Kanb-
I[1€BOr0 OOMeHa, HYTPUTUBHAS HEJOCTATOYHOCTb.
CooTBeTcTBEHHO, B rpymne aeteit ¢ XbII V crapgun
OTMeyvascs BOCTOBepHO 6ojee HU3KMIT YPOBEHbD re-
MOITIO0MHA, CHIBOPOTOYHBIE KOHIIEHTPALMU anbOy-
MHMHA, TpaHChepprHa, Kanplus u 6ojiee BBICOKME
IIOKa3aTe/Ny XO/IeCTePMHA, a TAK>Ke [TapaTUPeOuHO-
rO TOPMOHA 1 HeopraHu4veckoro gocoara.

V 5 us 24 (21%) mereit ¢ XBII III-1V crammit
ny 17 us 31 (55%) meteit Ha guanusHoit craguu XBI1
(pa3nuume B YACTOTE CTATUCTUYECKM 3HAYMMO —
p=0,01) AuarHoCTMpOBaHa apTepuanbHas IUIEPTO-
HuA. Crolikas aprepuajnbHas TUIePTOHUA (HapAny
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C TMIepTHUApaTalyeil) IpuBena K pasBUTUIO Kapayo-
matun (rumeptpodun MMOKapHa, AUIATAIUY JIEBO-
rO JKe/lyJoYKa 10 HaHHBIM 9xoKappuorpadum) y 8
n3 31 (26%) OManM3HOTO MAI[MEHTA.

VYV 23 us 55 (42%) HalIMX MAIMEHTOB BbIABIIE-
HO CYIIeCTBeHHOe OTcTaBaHMe B pocre (SDS pocra
-2 SD u Huxe), 6e3 CylleCTBEHHBIX pasnuyuii B 4a-
CTOTe ¥ BBIPAXXEHHOCTM MEXAY TpyHIaMy AeTeit
¢ XBII III-1V craguit u XBII V cragun (pucyHOK).
OrcraBanue B Bece (SDS Beca -2 SD u HIuXKe) oTMe-
yeHO y 21 (38%) pefeHKa, HECOOTBETCTBME MAaCCHI
pocty (SDS muzekca maccel Tena -2 SD u HuKe) —
y 5 (9%). V3 23 nauueHTOB ¢ OTCTaBaHMUEM B POCTe
(6onee -2 SDS) y 12 oHo cocTaBumo ot -3 go -7,61 SD.
Cemepo u3 aTux 12 geteit pogMINCHh HeOHOUICHHBI-
MU VI/VTV C HU3KOIM MAaCCOii Tela, TO eCTh HelIoCTa-
TOYHOCTb POCTa OTMeYa/Nach K MOMEHTY POX/ICHM .
AG6COMIOTHBIN HeUIUT COMATOTPONMHA BBISABIICH
TONMBKO y 1 60NBbHOTO, KOTOPOMY OBIIO HAayaTo JIe-
YyeHJe TOPMOHOM pocTa. Kpome Toro, y 3 nereit BbI-
ABNIEH BPOXKIEHHBIN TMIIOTUPEO3. Y 6 IopakeHue
[I0YeK U 3afiepXKa pocTa ObUIM 00YC/IOB/IEHBI TeHe-
TUYECKUM CUHJIPOMOM.

O6¢cyxgeHne

B 2002 r. Haunonanpubiit moyeunsiit ¢ouy CIIA
B CcBoell VIHMIMaTuBe KayecTBa jiedyeHus 3aboneBa-
uuit mouek (National Kidney Foundation/Kidney
Disease Outcomes Quality Initiative - NKF-KDOQI)
HpefyIoKUI 5-cTaguitnyo xnaccudukanuio XBII,
OCHOBaHHYI0 Ha nokasarene CK® u mapkepax mo-
yeqHOro moBpexmeHus [6]. TepmmHampHas cra-
nua XbBII y merelt panHero BospacTa — pefikasd, HO
cnoxHass mpobmema. Ilo [JaHHBIM MCCIEZOBAHUSA
NAPRTCS (North American Pediatric Renal Trials
and Collaborative Studies) exxeromHo oTmedaercs
0,045 cnyvaeB pmanmssaBucumori XBII B HeoHa-
Ta/JIbHOM Ilepuope Ha 1 MiH nonynsuny [7]. Yacrora
HOBBIX CIy4YaeB 3aMeCTUTENIbHONM ITOYEYHONM Tepa-
nuu cpenu geteit ot 0 go 14 net us ctpan Espomnsr,
Asum, AMepuku, ABCTpanuu KoaebmeTcsi OT MeHee
4 (Poccus) mo 18 (HoBas 3emanmus) Ha 1 MIH feT-
ckoro Hacenmenus [1]. Ecnmu eme B 2000-X IT. Havyamo
Iuanu3a B paHHEM BO3pacTe IIpefIonaraao Hebmaro-
HPUATHBII UCXOZ (8], B TeKyIeM AeCsATUIETUN IPO-
THO3 3HaYUTENILHO YIydmmica [9], 4To BeIpakaeTcs
B pOCTe NMONYAAUM TAKUX MaIlMeHTOB.

ITo maHHBIM HEKOTOPBIX aBTOPOB, BPOXK/IEHHBIE
aHOMa/lNuM Pa3BUTUA MOYEBON CUCTEMbl CTaHOBAT-
csa npuuuHoit XBII y peteit ot 0 go 15 mer B 34-
59% cny4aeB, a y fieTeli, HayaBIIMX 3aMeCTUTEIb-
HYIO IOYeYHYI0 TepaIUIo B IiepBble MeCALBI XXU3HI,
ToNsA BPOX[EHHBIX aHOManuil pasBUTUA MOYEBOIN
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Tabnuua 3. ConyTcTByIOLLaA BHENOYEYHAA NaTONOMA y AeTel [JOLKONbHOrO BO3pacTa
C XpOHUYecKon bonesHblo noyek Il-V ctaguii (naHHble [JeTCKoM ropofCKO KNMHUYECKO

60/1bHNL|bI CBATOrO Bnagmmmpa, r. Mockea, 2015 )

MNaTtonorusa

Konuyecteo nauneHTos,
n (%)

3anep>KKa ncruxopeyeBoro pa3sutnAa

CyBOpPOXHbI CMHAPOM

C/HAPOM MbILWEYHON TMNOTOHNN

Tmppouedanma cmelaHHoro Tmna

PaccTpoicTBO ayTMCTUUECKOTO CneKTpa

Mwukpouedanua

Tyroyxoctb

BpoxpaeHHbI runotnpeos

Matonorua ceppua (AMXN/OMMNMN/000)

Matonorua XKT (aTpe3una nuwesoga/ABeHaALATUNEPCTHON KNLLKN)

Onbpo3 neyeHn

AHOManMn KoHeyHocTen

22 (40)

6(11)

7(12)

7(12)

2(3,6)

1(1,8)

1(1,8)

5(9)

7(12)

4(7,2)

3(5,5)

2(3,6)

LM - nedekt mexkenygoukooii neperopogku, MMM - fedekT mexxnpeacepaHO Neperopoaky,
00O - oTKpbITOE OBaNlbHOE OKHO reMoAVNHaMUYECKM 3Haurmoe, MKKT — enyAoUHO-KMLLEYHbIN TPpaKT

SDS pocra
)
\

MauneHTobl

KoadduumeHT ctaHaapTHOro oTknoHeHua (Standard Deviation Score — SDS) pocTa aeteit
NIOLWKOMBHOMO BO3pacTa C XPOHUYECKoM 6onesHbio novek Il1-V ctaguii (naHHble leTckow
rOPOACKOW KNUHNYECKOM 60MnbHULBI CBATOrO Bnagummpa, . Mockea, 2015 1)
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Tabnuua 4. KnvHnko-nabopaTtopHble NoKasaTenu AeTel JOWKOMbHOIO BO3pacTa C XPOHUYECKon bonesHbto noyek Il-V ctagnii (naHHble [JeTckorn ropoackon
KNMHWYecKon 60nbHMLbI CBATOrO Bnagnmupa, r. Mockea, 2015 1)

MokasaTtenb XBMNV ctaguu, neputoHeansHbii  XBIM -1V ctagun (n=24) 3HaueHue p
ananuns (n=31)

Yacrtota aHemun (Hb <110 r/n), % (n) 71(22) 17 (4) 0,0002

Hb", r/n 102+14 118+19 0,0008

YacToTa runepnapatupeosa (XbMV cragum: NTI > 350 nr/mn, 55(17) 33(8) NS (0,1)
XBM M-IV craguia: MTT > 150 nr/mn), % (n)

MATr, nr/mn 719+651 262+429 0,006

Ca’, mmonb/n 2,29+0,21 2,43+0,23 0,03

P, Mmonb/n 2,05+0,44 1,70£0,31 0,002

AnbbymMuH’, r/n 28,8+6,7 40,4+4,7 0

TpaHcheppuH', Mr/n 198+82 241+57 0,03

XonectepuviH', MMOsb/N 6,35+2,48 4,98+1,24 0,01

XBIM - xpoHuyeckan 6onesHb noyek, MTT — napaTMpeonHbIi FOPMOH

* laHHble NpeacTaBneHbl Kak cpeaHas apndmeTnyeckan (M) n cTaHaapTHOE OTKNOHeHMe (+ o)
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CUCTEMBI M KMCTO3HON [MCIIA3UM IIOYeK JOCTU-
raet 70% [5, 9, 10]. BpoxxyienHslit HepOTHUECKIUIT
CUHIPOM IPUBOAUT K TepMUHANbHON cTaguu XBII
y 1-2% pmeteii B Bozpacte oT 0 1o 19 et [1] my 6% ne-
Teil TIepBBIX JIET KM3HM HA 3aMeCTUTENbHOI Mmoved-
Holt Tepanyu [10]. ITomydyeHHbIe HAMM pPe3yIbTAThI
B IIeJIOM COIOCTaBMMBI C JaHHBIMU 3apyOexHBIX
uccregoBaresneit. Jons HePppOTUYECKOTO CUHAPOMA
B HaIllell KOTOPTe MalneHToB Obira Boiie (16,4%) 3a
CUeT He TONbKO HeppOTMYECKOro CHHApOMa (UH-
CKOTO THUIIA, HO U MHQAHTUIBHOTO CTEPOUJpe3U-
CTEHTHOTO He(POTUYECKOTO CHHIPOMA.

Y 2 pereit npuunHoit XBII cranu opdaHHble 3a-
6oneBaHMsA — METUIMAJIOHOBas allMieMus U aTu-
NUYHBI ~ TEeMOAUTUKO-YPEMUYECKUI  CUHIPOM.
MeTtunmanoHoBas anufeMus — 3aboneBaHue, Hace-
IlyeMoe ayTOCOMHO-PelieCCHBHO, CBA3aHHOE C HeJl0-
CTaTOYHOCTBIO MeTUIManoHUNI-KoA-MyTasel u/mnm
azeHo3MnKoOanmamMuHa (MeTabonuT BUTaMMUHA Bi,),
KOTOpBbIe Y4YacTBYIOT B IpeBpalleHUN MeTUIMao-
HOBOIJI KMCTIOTBI B IHTapHY0. 3a00/IeBaHMe BCTpeya-
ercs ¢ yactoroi ot 1:48000 fo 1:61000 poros. OHO
npusoaut K XBII B pesynbrare pasBUTHA MHTEPCTU-
yuanbHoro ¢Gubposa, XPOHMYECKOTO BOCHATEHMS
u Ty6ynsapHoit arpodun [11]. IIporHos saBucCHUT OT
TeHeTUYeCKOl (pOPMBIL; Y Halllero NanyeHTa OTMeda-
nacp HebnaronpusatHas popma — MUT 0 (monHoe oT-
CYTCTBMe aKTMBHOCTU (epMeHTa). MaHubecranma
3abomeBaHMs PON3OIIIA B BO3pacTe 3 jieT Ha oHe

MeTabO/INYeCcKOro Kpusa, OCIOKHMBIIETOCH CUM-
I TOMOKOMIIZIEKCOM IeMONMUTHUKO-YPEMIIECKOTO
cuHpgpoMa. B manmpHeiimeM Ha ¢oHe cHelmanbHON
JMeTOTepanuy U JOTauuu L-KapHUTHHA COCTOAHME
pebeHKa cTamo OTHOCHTENbHO cTabmnbHbiM, CKD
coorBercTByeT XBII IV cTagum.

ATUNINYHBIT Te€MONUTUKO-YPEeMUYECKMil CUH-
IpoM - 3aboneBaHMe, CBSI3aHHOE C TEHETUYECKU
00yCTIOB/IEHHOIT [UCPEry/IALUell albTepHATUBHOTO
YTV KOMIUIEMEHTA, YTO IIPUBOJUT K €0 HEKOHTPO-
MpyeMOl aKTMBAIL[MM Ha K/IETOYHBIX MeMOpaHax
Ipy BO3fielicTBUM Tpurrepa [12]. V Hauero manyes-
Ta OBIT BBIAB/IEH MOMMMOPGNU3M reHa MeMOPaHHOTO
kodakropHoro npotenna (MCP). ITepBblit >xe amnu-
3op 3aboreBaHMs, BOSHUKIINMIT B BO3pacTe 3 Mecs-
LieB, IpUBET K TepMMUHaabHOM cTagun XBIL.

[TporpeccupoBanue XBII BapuabenbHO u 3a-
BUCUT OT HO30JIOTMYECKO! ¢opMbl 3ab0/IeBaHUs
MOYeK, TSKECTU IOpakKeHMs IOYEYHON IapeHXU-
MBI U HaJIM4Us JOIOTHUTEIbHBIX (PaKTOPOB PUCKa.
K daxropam pucka nporpeccupopanus XBII oTHO-
CAT aHEMMIO, apTePUATIbHYI0 TUIIEPTOHNIO, MATIbHY-
TPULINIO, ITOYEYHYIO OCTEORUCTPOPNIO, 3a[epKKy
pocta [3]. Kpome TOro, BayXHYI0 pO/Ib UIpaloOT Hpe-
HaTajbHble (GaKTOPBl — MaJIblil BeC IIPU POXKIECHUU
Y HE[JOHOIIEHHOCTbH [13], 4TO 0TMeYanoch IpUMEpHO
y TpeTu Hamux nanueHToB. Okono 60% HedpoHOB
¢dopmupyercs Bo Bpems III TpumecTpa 6epeMeHHO-
CTHU, ¥ 3TOT IIPOLECC 3aKaHYMBAETCA K 36 HeflenAM

OpI/IFI/IHaJ'IbeIe CTaTbW



recrauuu [14]. YV HemOHOIIEHHBIX [eTeil IMOCTHA-
Ta/IbHBII ITIOMEPYIOreHe3 MPORO/IKAETCA IpUMep-
HO B TedeHMe 6 Hemenb [14]. Ilpu 3TOM B moukax
HEeJJOHOIIEHHBIX U Ma/IOBECHBIX JeTell YCKOpseTCs
COo3peBaHMe, UYTO XapaKTepuUs3yeTcs yMeHbLIeHUeM
quca 0OpasyoUMXcs [TOMePY1T U yMeHbIIeHNU-
eM TONIIVHBI HepOoreHHO 30HBHI [15]. ImoMepyst
Y He[IOHOIIEHHBIX HOBOPOX/IEHHBIX YBeNIMY€HbI
B 00'beMe, KOJIMYeCTBO UX YMEHbIIEHO U o 13% u3
HUX [ATONIOTMYEeCK) M3MeHeHbl (pacimupenne 60y-
MeHOBa IIPOCTPAHCTBA M CMOPIIMBaHYE KITYOOUKOB).
CoxpaleHne KOIM4eCTBa AeMCTBYIOINX HepPOHOB
U UX TUnepTpodus MoBbIIAIT PpUCK HOpMUPOBa-
HUA POKaTbHO-CETMEHTAPHOTO IJIOMEPYIOCKIepo3a
U crioco6CTBYIOT 60/Iee OBICTPOMY IPOTPeccupoBa-
Huto XBII [15]. MsI, ogHaxo, He 06HAPY>XU/IY SBHO-
ro BIVAHUSA HEJOHOUIEHHOCTM Ha CKOPOCTb IpO-
rpeccupoBanus XBII. BeposTHo, B Hallell Koropre
MALIMEHTOB OHAa OIpefieAach BBIPaXKEHHOCTHIO
HOpa>KeHV A IapeHXMMBI II04eK, 00YCTOBIEHHOII ca-
MMM 3a60/1eBaHMEM.

AHTeHaTa/pbHOE  BBIAB/IEHME  BPOXAECHHBIX
aHOMaJuil pasBUTUSA MOYEBON CUCTEMBI (TMIIO-
MIa3uy U/VAUM KUCTO3HON AUCIIIA3UM TOYeK, KakK
B COYETaHNUM C OOCTPyKIjMell MOYEeBbIX IyTell, TaK
u 6e3 Hee) CBUJETENbCTBYET O 3HAYMTETBHOM IIO-
paXeHUM MapeHXMMBbI IOYeK U, ClefOoBaTeNnbHO,
SIBJISIETCS  HEOMAarONpUSTHBIM POTHOCTUYECKUM
npusHakoM. OMUToTUApaMHNOH yKasbIBaeT Ha Ha-
pyuieHne (yHKUMIT TOYeK y>XKe BHYTPUYTPOOHO.
HeiictBuTenpHo, n3 10 HaMINMX MallEeHTOB, Y KOTO-
PBIX BpOXJeHHas aHOMAaJaus PpasBUTUA MOUEBOI
CUCTeMBI ObI/Ia BBIAB/IEHA aHTEHATaJIbHO, K 5-7eT-
HeMY BO3pacTy 3aMeCTUTe/IbHasA IIoYeyHas Tepanus
OblTa HavaTa y 7 (IpuveM y 5 M3 HMX — B BO3pacTe JI0
1 ropa). AHaMOrM4HO, 13 9 KeTeil C OIUTOrUfpaMHIL-
OHOM y 7 3aMeCTUTe/IbHA I0YedHas Tepanys Oblra
HayaTa Ha 1-M rofly )KM3HM.

[Ipu4mHOM TAXKeNIOl [BYCTOPOHHE OOCTPYK-
MM HVDKHUX MOYEBBIX IyTeil 4Yallle BCEro ABIA-
I0TCA K/IAllaH 3aflHeNl ypeTphl M aTpe3us ypeTphl
[16]. YacToTa knamaHa 3aJHell YpeTpbl COCTABIIAECT
1:5000-8000 HOBOpOXeHHBIX. B HalleM uccnefoBa-
HUY K/IallaH 3aJjHeil YPeTpsl OBbUT 3TUONOTMYECKUM
(bakTOpoM OOCTPYKTUBHOI ypomaTuu y 7 Maab4uu-
KOB. Y BCeX JieTeil B Iepuojie HOBOPOXK/IEHHOCTU
oTMeyanach a3oTeMus, y 4 3aMecTUTeNbHasd IIO-
YeyHas Tepalusd Hadara fo 2 JIeT, Y 3 [JeTeil B BO3-
pacte 3-7 ner CK® coxpaHseTcsa Ha ypoBHe 20—
30 ma/muH x 1,73 m> (XBII IV cragun). Heob6xogumo
OTMETUTD, YTO KJIAIlaH 3afHell ypeTphl 4acToO coye-
TAeTCs C JBYCTOPOHHUM MeraypeTepoM, HUCPYHK-
Iyeil MOYEBOTO IIY3bIps, YTO JUKTYeT HeoOXOmMu-
MOCTb PpaHHETO0 XMPYPIUYeCKOTO BMeNIaTelbCTBa
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(HedpocTOMUM MM YPETEPOKYTAaHEOCTOMMUM). DTU
BMeIIATeIbCTBA MO3BO/IAIOT 00ECIEeYNTh IIOCTOSH-
HBIIl OTTOK MOYM U3 IOYeK ¥ OTCPOYUTH HACTYII/Ie-
HMe TepMUHanbHOM cTtapyy XBII.

BeIcokast a30TeMyist B [IEPMOJ HOBOPOXKAEHHOCTH
y pebeHKa ¢ BpOXX/JeHHOI aHOMaIueil pasBUTIS MO-
94eBOJI CUCTEMBI YKa3bIBaeT, KaK IIPaBIJIO, Ha 3HAUM-
TeTIbHO BBIPaXKeHHbIe NUCIIIACTUYECKIE I3MEHEHM I
[IAPEHXMMBI II0Y€K C YMEHbIIEHIEM MaCChl eJICTBY-
foux HeppoHOB [4, 5, 14]. HekoTopbIit BKIag MOXKET
BHOCKTB OCTPO€ IIOYeTHOE MIOBPEX/IeHNEe, OCOOEHHO
JIeTKO BO3HUKAIOI[ee y TAKNX AeTell Ha poHe IUITOK-
CuM B pOfiax, TMIOBO/IEMUN, IPUMeHeHus Hepo-
TOKCUYeCKNUX IpernaparoB. CBoeBpeMeHHas XUPYp-
rUdecKasi MOMOIDb IPU OOCTPYKTUBHOI YPOIATUML,
KOPpEKLVsI TUIIOBOTIEMMUM M MeTabOMMYeCcKUX Ha-
pYLIeHWIT, OrpaHMYeHMe HIPUMEHEHNUs HeppPOTOK-
CUYHBIX IIpernapaToB CIOCOOCTBYIOT CTabMIM3aLNK
U yayduleHno GyHKUNM IO0YeK IO OKOHYAHNMU IIe-
proja paHHell ajanTanyuy HOBOPOXXJEHHBIX, UTO
MO3BOJISIET OT/IOXKWUTb HAYalo 3aMeCTUTENbHOI
[IOYeYHOI Tepamyy Ha MEePVOf OT HEeCKONbKUX Me-
cslleB O HeCKONBKUX JIeT. TeM He MeHee a30TeMMs
B IIEPUOJ, HOBOPOXXAEHHOCTM CIY)XXUT HeOmarompu-
ATHBIM IIPU3HAKOM: 75% TaKMX MalMeHTOB Hadaln
3aMECTUTEIbHYI0 MOYEYHYI0 Tepaluio B BO3pacTe
1o 5 ner.

Cpenu meTeit fomkonbHOro Bospacta ¢ XbII oka-
3a/IMCh LIMPOKO PAaCIpPOCTPAHEHBl apTepuanbHast
TUNEPTOHMs, aHEeMUs, TUIIEpHIApaTHpPeOo3, TUIep-
docdaremus, FUCTUIINAEMNUS: B T€X WIN WHBIX CO-
YeTaHUAX OHM OOHAPY>KMBANTUCh Y MOMAABIIAIOIIETO
60NBIIMHCTBA HallVeHTOB [3, 5]. DTu HapylueHmus,
pasBMBalOILIMeCsA BCIEACTBME CHIDKEHMS QYHKIUM
[I0YeK, OfHOBPEMEHHO BBICTYMAIOT (paKTOpaMm pu-
CKa KapfMOBAaCKY/ISAPHOU 60/e3HNU, YTO OOBACHSAET
ee ILIMPOKYI PACIPOCTPAHEHHOCTb CpPefy HeTell
¢ XBII, ocobeHHO Ha TepMMHANbHON cTaguy [17].
JleiicTBUTENIBHO, ¥ YeTBEPTH HALINX UATU3HBIX I1a-
[[MEHTOB II0 [JAHHBIM 9XOKapauorpaduy BbIsBIEHA
[ATOMOTMsI MMOKapfa: IumepTpodus, RumaTaIusd,
cHIDKeHNMe Qpakiyy BeiOpoca. Takme marueHTHI
IpefPacIIONIOKEeHbl K PasBUTUIO (paTaTbHBIX apuUT-
M1, Y4eMy MOTYT CIHOCOGCTBOBATb VI OCTpBIE JJIEK-
TPOMUTHBIE Hapyienus [17].

VHTepecHO, 4TO K paKTOpaM PUCKaA CEPHREIHO-CO-
CY[UCTON TIATONOTMM OTHOCAT YacThle Cpefu HeTell
C BPOXX/IEHHBIMU aHOMA/IUSAMMU Pa3BUTUSI MOYEBOI
CHCTEMbI HEJJOHOLUIEHHOCTb M HU3KMII BeC MpU po-
KEeHNN. DTO OODBACHIETCS CXOXECThIO «BeTBsIIIe-
rocsi» OpraHoreHe3a MOYeK M CepAedHO-COCYAUCTON
cucTeMbl (ero HapylleHue IPUBOGUT K BPOXKJEHHO-
MY CTPYKTYPHOMY U QYHKIMOHATBHOMY feuuuty
ob6eux cucrem) [18].
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B rpynne Hamux MalnMeHTOB JOUIKONIBHOTO BO3-
pacrta ¢ TepMmuHanbHOM craguert XBII, nony4yaomux
JledeHNe IepUTOHEATbHBIM AMaNIN30M, ObIT 3HAUMMO
CHIDKEH CpefHUIT YPOBeHb aIbbyM1Ha 1 TpaHCchep-
puUHa, YTO yKas3bIBaeT Ha HYTPUILMOHHYIO HEJOCTa-
TOYHOCTD. VI38BECTHO, YTO TUIOATBOYMIHEMUS Y [~
QIM3HBIX ITAlMEHTOB CTAaHOBUTCA (PaKTOpPOM pucKa
He6MaronpusATHBIX UCXOfoB [7]. Y pereil paHHero
BO3pacTa HyTPUIMOHHAS HEJOCTATOYHOCTD SAB/IAET-
cs1 BAXKHOJ IPUUNHOI 3a/lepKKu pocTa. Kpome Toro,
B HapylLIeHMe POCTa BHOCAT BK/IAJ 3afiepKKa BHY-
TPUYTPOOHOTO pasBUTIH, METaOONNUECKNIT aLllUf03,
MIHEPAIbHO-KOCTHbIE HapYILIEHN A, a IOCyIe 2 JIeT —
HapYLIEHNS OCU «TOPMOH POCTa — MHCYINHONOK00-
HBIiT PaKTOp pocTa-1».

B Hamem uccreoBaHMM 3aflep>KKa POCTa HIDKE
-2 SD BbiABneHa Y 42% [eTeil He3aBMCUMO OT CTaiuN
XBII, mpuyeM y IOIOBMHBI U3 HUX OTCTaBaHue ObIIO
KpaliHell CTeIIeH) BBIPa>KEHHOCTY M COCTaBUJIO OT -3
io -7,61 SD. B maHHOII nOArpyIiie HeOMArOIPUATHBI-
MU (aKTOpaMM OKasaauch HEJOHOIIEHHOCTb U 3a-
IepXKa BHYTPUYTPOOHOTO pa3BUTUs, BPOXKCHHBIN
TUIIOTHPEO3, TeHeTUYeCKMe CUHAPOMBI, B COCTaB
KOTOPBIX BXOJAT 3aJep>KKa pocTa, abCOMIOTHBI fie-
¢dunut comatorponuta. Takum obpazom, Hanbonee
TSDKeTass HeIoCTaTOYHOCTDh pocTa chOopMUpOBaIach
y meTeil ¢ codeTaHHoit maronorueit. Heobxommumo
OTMETUTD, YTO OTCTaBaHMe B pocre y merent ¢ XBII
acconMMpyeTcsA C IOBBINIEHHOI 3a60/IeBaeMOCTbIO
M CMEPTHOCTBIO: B MCC/IEJOBAHNAX Yy AeTell Ha [u-
anuse Kaxpaas eguHuna orcraBanus SDS pocra Ha
14% moBeIIIaeT puck cMepTu [19].

ITo mannHBIM MUTEpATyphL, ¥ fieTeit ¢ XbIT yacTo Ha-
OmiofaloTcsA pa3HOOOpa3Hble KOTHUTUBHBIE Hapylie-
HIISI, IpUYeM OHM TeM Oojiee BBIPaKeHbl, YeM paHblIIe
Havamach XBII 1 6orblite ee IPOROKUTENBHOCTD [20].
Cpenu HaIVX MAMEHTOB KIMHUYECKN IIpeobiIaiano
OTCTaBaHIe B IICUXOPEYeBOM PasBUTUM (OYTH Y IO-
JIOBMHBI IIALIMEHTOB), y KaXxporo 10-ro orMevasncs

JNlutepatypa / References

CYHOPOXHBINI CUHAIpOM. B monoBmHe cnydaeB 3a-
IepyKKa ICUXOPeYeBOro pasBUTHUs Obl1a 06ycloBIeHa
He TonbKo XBII, HO U CMHIPOMAaNbHON MATONOTMEN
UM pe3uAyalbHbIM OPTaHMYECKMM IIOPa’KeHMEM
LIeHTPa/IbHOI HEPBHOM cucTeMbl. JebuIuT KOTHMU-
TUBHBIX QYHKIINIT B paHHEM [eTCTBe (Hammpumep, OT-
CYTCTBMeE pedeBoii KOMMYHMKAIIVI) YaCTO HEBO3MOXK-
HO KOMIIGHCHPOBAaTb B 60Jee MO3[HME TOIbI KU3HIL.
Cpenu peteit Halueit BBIOOPKM TOMBKO 5 mocernann
TeTCKMe NOIIKO/IbHbIE YUPEXXAEeHUA U TUIIb 4 Hadaau
HaJIOMHOe IIKO/IbHOEe 00ydeHNe K 8 TofaM.

Boieniepeuncientnble  Ipo6ieMbl  IIPUBOAST
K CHV>KEHUIO COIIMAaIbHOM aKTUBHOCTU feTent ¢ XbII
U UX pORUTeNeil: MPaKTUYeCKU B KaXKJoOll ceMbe
OIVIH U3 pORuTesnelt He paboTaeT, 0becreunBast yXop
3a 6O/IBHBIM peOeHKOM.

3aknyeHue

B nopasnAmomeM 60MBIINHCTBE CTy4aeB IPUYMHA-
vy XBII ITI-V crapgmit y fereil JOMKOIbHOTO BO3-
pacTa BBICTYNIAIOT BPOXXTEHHbIE U TEeHETUYECKM
06yc/oB/IeHHbIe 3a00/IeBaHMA MOYEBOII CHUCTEMBI.
AHTeHaTa/lbHOE BBIABIEHME IIOPOKOB PasBUTUA MO-
4eBOI CUCTEMBI, OCOOEHHO B COYETAHUN C OJIUIO-
TMAPAMHMOHOM, a TaK)Xe IOBBIIIEHHAS a30TeMUsA
B IepUojiec HOBOPOXXIEHHOCTU CBUMETENbCTBYIOT
0 BBICOKOJ BEPOATHOCTHU IIPOTPecCUpOBaHMA 3a60-
JIeBaHMA [I0 TEPMMHANIBHON CTafiuM B IepBbIe 5 €T
xkusHu. Teyenme XBII y HOIIKONBHUKOB XapaKTe-
pusyeTcs codeTaHMeM OIpefle/IeHHbIX MeTabomnm-
YeCKUX PacCTpONCTB € 3afep>KKOi pocTa (Y4acTo
BBIP@)KEHHOIT) U HCUXUYECKOTO PasBUTHUA, UTO CY-
IIECTBEHHO OrPAaHMYMBAET BO3MOXXHOCTU COLM-
aJIbHOIT afjanTanyy OGONbHBIX JieTell ¥ COIMAaNbHYIO
AKTUBHOCTb MX POAMTENEN. YIUTHIBAA BBILIENSIIO-
JKEHHOE, B BEJCHNMM NalMEHTOB PaHHETO BO3pacTa
¢ XBIT III-V crapmii enaTenbHO y4acTye He TOIbKO
Bpaueif-meAaTpoB ¥ HedpOMOTroB, HO U IICUXOHEB-
POJIOTOB, KTMHUYECKVX ICUXO/MIOTOB, earoroB. @
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The causes and the course
of chronic kidney disease in children

of preschool age

Abaseeva T.Yu.! - Pankratenko T.E.! « Burov A.A." « Emirova Kh.M .2 .

Muzurov AL

Background: Data on etiology and clinical course
of CKD stage 3 to 5 in children of preschool age
could help obstetricians, pediatricians, and ne-
phrologists with proper diagnostics and manage-
ment of this condition and prediction of outcomes.
Aim: To study causes and clinical features of CKD
stage 3 to 5 in preschool children. Materials and
methods: The causes and clinical features of CKD
stage 3 to 5 were investigated in 55 preschool chil-
dren aged from 7 months to 8 years. Twenty four
had CKD stage 3 to 4 and 31 children with end-
stage CKD were on peritoneal dialysis. Results:
96% of CKD stage 3 to 5 in preschool children were
due to congenital/genetic kidney abnormalities.
Predictors of renal replacement therapy begin-
ning in the first 5 years of life were as follows: ante-
natal detection of congenital abnormalities of the
kidney and urinary tract, oligohydroamnion, high
neonatal BUN levels. Anemia, hyperparathyroid-
ism, arterial hypertension were more prevalent in

children on the dialysis stage of CKD, and myocar-
dial hypertrophy and/or of the left ventricle dilata-
tion were found in 26% of them. Forty two percent
of children had growth retardation, and 40% had
delayed speech development. Conclusion: The
course CKD in preschool children is characterized
by a combination of typical metabolic disorders
with the growth retardation (often dramatic) and
delayed mental development that significantly
limits the possibilities of the social adaptation of
these children and social activities of their parents.
Participation of neuropsychiatrists, clinical psy-
chologists, and teachers, rather than pediatricians
and nephrologists only, is desirable in manage-
ment of preschool children with CKD stage 3 to 5.

Key words: children, chronic kidney disease, con-
genital renal and urinary tract abnormalities
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