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XpoHu4veckaa 6onesHb NoveK y gerteun
OOLWKONbHOMO BO3pacTa
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XpoHuveckana 6onesHb nNovekx

NOXM3HEHHOEe COCTOAHMNE, CBA3aHHOEe C HeobpaTMMbIM
MoYeYHbIM NOBPENKAEHNEM, KOTOPOE MOXKET
nporpeccMpoBaTb A0 TePMUHA/IbHOM CTaAnN

pacnpoctpaHeHHocTb XbI(3-5cT.): oT 15 no 74.7 cny4aes
Ha M/IH. eTCKOro HaceneHums'

3a 2000-2008rr. yacTtoTa B3sTUA Aeten (0-19 neT) Ha
Ananns Bbipocna ¢ 5.9% ao 15% Ha maH. nonynaumu’

OXngaemas NpoAo/IKUTENbHOCTb XU3HM AeTeN Ha
nannse oueHmBaeTca Nnpmban3uTenbHo B 18 neT, a pUcK
cmepTun B 30-150 pas Bbile, 4em B 06LLEN
negmMaTpuyeckon nonynaumm’

'"Warady BA, Chadha V. Pediatr Nephrol. 2007 Dec; 22(12):1999-2009



Crtaauu XpoHuU4ecKkomn bonesHu novek

CTAOVS OMUCAHME CK®D (Mn/MuHx1,73m2)
NMpu3Hakn HecpponaTum ¢ >
1 HopmanbHou unu T CK® 290
5 Mpu3Haku HedpponaTmm ¢ Nerkum 60-89
CKo

YmepeHHoe cHmkeHne CK® (moryT
oTMe4yaTbCcs BMoxmMmmuyeckme
U3MEHEeHMUS, NJSIOXON POCT MU anmneTurT,
aHemusA)

Tskenoe cHuxxeHue CK® (Bce
CUMIMNTOMbI OOriee BblpaXKeHbl)

TepmuHanbHaga ctaama XIMNH
(3amecTuTenbHas no4ye4yHas
Tepanus)

NKF-K/DOQI, 2002



PacueTtHaa CK® npo «HOpManbHOM KpeaTUuHUHE» y 2-X
neTHero pebeHka poctom 86 cM C NPUMEHEHUEM
«UcnpasnenHoit ®opmynsbl LLiBapua»’

KpeaTHWH CbIBOPOTKMU PacuyetHaa CK® UHTepnpeTauusa
mr/an (MKkmonb/n) (ma/mun/1.73m?)

0.3 (26.5) 119 Hopma
0.4 (35.4) 89 Hopma
0.5 (44.2) 71 XbM 2
0.6 (53.0) 59 XBMN 3

' CK® =(0.413)x pocT (cm) / KpeaTuHUH (mr/an).

'Schartz GJ, Munos A, Schneider MF, et al. New equations to estimate GRF in children with CKD.
J Am Soc Neephrol. 2009;20(3):629-637



TepmuHanbHana ctagua XbIM y aeten: xpoHudeckoe,
pa3pyllalowee COCTOAHUE C BbICOKOU CMEPTHOCTbLIO U
cepAeUYHO-COCYAnCTON 3a60NeBaeMOCTbIO, a TaKXKe
cneuuduueckumu npobnemamm AeTCTBa, T.K. HapyLIEeHUe PocTa
M NCUXOCOUMANbHOU aganTauuu
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onnaemmonorna Xbll B oeTckom Bo3pacTe

e Poccua: 7,8 HoBbix cnyyaes 3T Ha 1 maH geten 0-14 ner,
pacnpocTpaHeHHOocTb - 16.1 Ha maH aeten 0-14 net

 Cepbua: exxerogHo pernctpupyetca 14,3 HoBbIx cay4vaa XbI1
2-5cT cpeamn HaceneHuna 0-19 net, XbI1 2-4 n 5cT1, 9,11 5,7 B rog,
cooTBeTcTBeHHO'. PacnpocTpaHeHHocTb XBI 2-5: 96,1 cnyyaes Ha
MJTH AeTCKOro HaceneHusa, B Tom umncne XblM2-4 —52,8, a Xbl1 5 —
62,2 cny4yana'.

* WpaH: exxerogHo 5,52 HoBbIx cay4vaa XbI1 4-5;
pacnpocTpaHeHHOCTb - 16,8 Ha MAIH AeTCKOro HaceneHua?.

*  WcnaHwua: Xbl1 2-5 - exxerogHo 8,7 HOBbIX C/1y4aEB,
pacnpocTtpaHeHHocTb — 71,1 Ha 1 maH nonyaauum 0-17 nets.

' Peco-Antic A, Bogdanovic D et al, NDT,2012

2 Gheissari A, Hemmatzadch S et al, J of Nephropatology, 2012

3 Areses Trapote R, Sanahuja lbanez MJ et al. Pediatr Nephrol, 2012
4 van Stralen KJ, Tizard J et al, Pediatr Nephrol, 2010



MpuunHbl XBIN B getckom Bo3pacrte (0-20 net; n=7037)
(no paHHbim NAPRTCS, 2008)"

D,VlarHO3 % OONbHbLIX
OBOCTPYKTUBHAA YPOMNaATUA & = e =) 21
Annasuga/runonnasua/gucnnasns novek --—»}27
[NnomMepynoHedPpUThl & = e 14
KnctosHble 60s5e3Hu o e =— 5§

[YC 2
Mwemunyeckasa noyeyHasd Hea4oCTaTOMHOCTb 2
LinctnHos 1.5
BpoxaeHHbIN HedppOTUYECKNU CUHOPOM 1
HeunasecTHO 3

"North American Pediatric Renal Transplant Cooperative Study (NAPRTCS) (2008)
2008 Annual Report. The EMMES Corporation, Rockville, MD



BpoXXAeHHble aHOMaNMUKU pa3BUTUA MO4eBOU

AreHesus

MTOYER fMnonnasusa/ O6CcTPYKLMS
AncnAasus ny3bIpHO-
MOYETOYHUKOBOIO
CeérmeHTda
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MpuuumHel XBIN 3-5¢T. y AeTen AOWKONBHOrO BO3pacTa
(ArKB cs. Bnagumupa, r. Mocksa, 2015r.)

OwnarHos Yucno 6onbHbIxX (%)
BpoXaeHHble aHOMaNum pa3sUTUA 41 (74,55%)
MQYE€BOU CUCTEMbI

HedpoTuueckuit cungpom (Gunckun, 8(14,55%)
MHQaAHTUNBHBIW, B coCTaBe c-ma LLlumke, nail-

patella, AeHuc-Apaw)

rnomepynoHedppur 2(3,6%)

alyC 1(1,8%)
APMKBI 1(1,8%)
MeTunmanoHoBaa auuaeMus 1(1,8%)

Hedpobnactoma

1(1,8%)




Oetu ¢ XbMN 3-5c¢t1. N=55 (man.-37, nes.-18)
MepuaHa Bo3pacrta 4,5ropa(1-8nert);

3amecTutenbHas noveyHas
Tepanus

XbIM 5c¢t1. N=33

XBI1 3-4cT. N=22

NANA (An4):
27(7) peten

TpaHcnnaHTaumA: 6 pgeten




[pe- u nepuHaTanbHbIK aHaMHe3

Kecapeso |
ceyeHune
N=8

XMH B Bec npu CpokK
HOBOPOXKA,. <2500r. <37 Hep.

N=24 N=12
N=8

AHTEeHaT.

Onurornapo ANdIrHos
aMHWOH BAPMC

N=9 N=10




MepuHaTanbHble PaKTopbl pucka XbIl

AHTEeHaTa/IbHO

EHEIhEY [NIOKOKOpPTUKOUADbI
BAPMC P a

3aZeprKa pocTa: \/ Opyrue

MaTEPUHCKME U \ HapyweHune / MeaAUKaMEeHTbI
MAaUEeHTapHblE GaKTopPbI HedporeHesa

[lperkaeBpemeHHble poabl

[MocTHaTanbHO

He3penbie noYku \ 3ajepskKa pocTa
5 PureEss HapylieHna nutaHuAa

N3meHeHne
* [nnepokcna ! Yycna HedpoHos

KPOBOTOKA,FOPMOHbI
* JIeKapcTBa [nomepynsapHoe/TybynapHoe P AP
NOBpeXAeHne




OuHamuka XbI: oT HapyweHu NnpeHaTanbHOro PasBUTUA,
yepes nospexpatowme QakTopbl B A4€TCKOM BO3pacTe
K TepMuUHanbHou XIMH

MaTepuHckue HeBbINonHeHue
[eHeTuKa
daxTopbl Ha3HauYeHuit
MpeHaTanbHoe MnageHuecTso/ -
[NoapocTokK B3pocnbin
passuTue DEeTCTBO

OcTpoe noyeyHoe noBpexkaeHue

HepocratouHoe
A OxupeHue, guaber, runepreHsusn

passuTtue
HedppoHOB

XbI1 TXIH
BAPMC

MNoHumaHue 6uonorMmn HEOHATaNbHOMK U AETCKOR NOUKM.
Pa3sutue TapreTHoi Tepanuu.

TpaHcnaaHTauuA

ApanTtupoaHo 13 Carlton M. Bates et al. CJASN 2014;9:1141-1143



[MpeHaTanbHble paKTopbl pUcKa pa3sutua XbIl

Ha 100 Tbic. pogos — 126.7 cnyyaes XbM'

Bec npu poxkaeHnmn < 2500r + nperectauMoHHbIN AnabeTt matepu
acCoLMMPOBaHbI C PUCKOM Aucnnasmmn/annasmm novek

Bec < 2500r. + rectauMoOHHbIN AnabeT+oXKMUpPEHUE Y MaTepu
accouMMpoBaHbl C PUCKOM 0OCTPYKTUBHOM yponaTuu

Y HeAOHOWEHHbIX HOBOPOXAEHHbIX NMOCTHATA/IbHbIN
HedporeHes npoao/mKaetca B TedeHme 40 gHEN, HO MOXKeT
NPOXOANUTb AaHOMA/IbHO

Y HeJOHOLIEHHbIX BbIABASETCA NOBbIWEHHbIN [TOMEPYIAPHbIN
06bem 1 no 13% KNy6o4KOB — TMCTONOTMYECKMU U3MEHEHDI
(cmopLmMBaHME KanUAAAPHbIX NeTenb, Annatauma boymeHoBo

Kancynbl)?

"Hsu CW, Yamamoto KT et al. ] Am Soc Nephrol 2014 Sep; 25(9):2105-11
2Carmody JB, Charlton JR. Pdiatrics 2013 Jun; 131(6):1168-79



AHTEeHaTaNbHbIU AMATHO3:
BAPMC u KUcTto3Hble 60ne3HU novek

* AHTEeHaTa/IbHO NAaTONOrUA NOYeEK BbiiBAEHA Y 12 aeTteun:
- 6 TXMNH (B Bo3pacte 1mec, 3mec, 9mec, 10mec, 4r n

4.51);
- 6 XbI1 3-4cT.
* OQnurornapoaMHUOH B 8 Cay4vasax:
- 6 TXIMH (B BO3pacTte 1 Hepn, 1.5 mec, 2 mec, 5 mec,
6mec 1 5 net) — Bce HeAOHOLLEHHbIE;
- 2 pebeHka ¢ XbI 3-4cr.



[MTpnYnHOM onmrorogpoamMHMUOHA Yalle BCero
ABNAETCA TAXeNnana 2-CTOPOHHAA NATONOTNA NOYEK
nnoaa;

OnnrornapoamHMOH — Y4actaa NPUYMUHA rMNonna3nm
Nerkunx, akTop pucKka NepmHaTaNIbHON CMEPTHOCTU U
NA0XOro NoYe4yHoro NPOrHo3a.

KpaliHaa dopma no4yeyHoro onmrornapoamHmMoHa —
cuHapom MoTTep — M.6.HECOBMECTUMA C }KU3HbIO.

O6CTPYKUMA HUKHUX MoYeBbiX nyTen n APTKBIT
nmetot bonee 6nanronPUATHLIN NPOrHO3.



CuHapom Notrep — paTtanbHaa KOMOUHaUUA
aHOMaNuu

Knaccnueckuit  2-CTOPOHHAA

™n areHesus

Tun 1 APTIKBIN

Tun 2 Nucnnasna
no4yekx

Tun 3 AONKBMN

Tun 4 O6cTpyKUMS
MOYEeTOYHUKOB

(1A) TMnonnasma HUXKHEN YentocTu,
(1B) lMnonnasuna npaBor HUKHEN KOHEYHOCTU (HUXKE KONeHa) 1
KOHTPaKTypa /IeBON HUMKHEN KOHEYHOCTW.
(1C) PacwumpeHHbI moyeBon Ny3bipb (%) 1 2-cT.meraypetep (4A)
Manoj MG, Kakkar S. Indian J Med Res. 2014 Apr; 139(4): 648—649



APn KB”'H&CI’IEACTBEHHOG BHGOHEBaHMe, B OCHOBE KOTOPOro NeXXuUTt 3amelleHna

YaCTU NAapPeHXMMbl NOYEK KUCTaMU Pa3/IMYHOro pasmepa Ha YPOBHe
NPOKCUMANbHDBIX U AUCTA/IbHBIX KaHaNbLEeB, CO6MpaTenbHbIX Tpybouek.

Accounmnpytot ¢ mytaumamm eamHctBeHHoro reHa PKHD1 (polycistic kidney and hepatic
disease), Koaupytowero 6eno0Kk GUOPOUUCTUH. ITO pPeuUenTop KAETOYHOM MemMbOpaHbl,

yyacteyrowm B AnddepeHUMpoBKe  cobupaTenbHbix  TPybouyeK  MNOYKM WU
BHYTPUMNEYEHOYHbIX MPOTOKOB NEYeH!.



JTans.l KOHCYNbTUPOBaHNA CeéMbU C NOYEYHbBIM
onurornagpoaMmHMOHOM Yy nNnoaa

BHyTpuyTpobHan
rmbéenb

OuarHo3 ¢petanbHOro
nove4Horo
ONUTOTUAPOAMHUOHA

MNpepbis e

HanpasneHue B
cneunanm3npoBaHHbLIN

LEHTP

PeweHune

NPOAONKMUTL
6epemeHHOCTb

Poabl B LeHTpe, rae
DOCTYNHbI BCE BUAbI
nevyeHusn

MexgucunnnmHapHaa
OUEeHKa U
KOHCYNbTUPOBAHUE:
*  BHyTpUMaTOYHbIE
OCNOXKHEHUA
* [locTHaTanbHble
OCNOXKHEHUA

* QOtaaneHHbLIN
NPOrHo3

* [eTeporeHHoe
NOCTHaTaNbHOE
TeyeHue
(6naronpuATHbIN
ucxoa)

6 MEHH

CoyeTaHHble
NOPOKU
pa3BuUTUA
PeweHune
poautenei

MNpepbiBaHue
6epemeHHOCTH




KomopbuaHoOCTb — BaXKHEUWUU PaKTop
NONTOCPOYHOrO NPOrHO3a

3aep*KKa ncuxo-pedvyeBoro pa3sutua: 22 (40%)
CyaopOoXHbI cnHgpom: 6 (11%)
CuHapom mblieyHou rmnotoHuun: 7 (12,7%)
mapouedanna cmewaHHoro tuna: 7 (12,7%)
PaccTponcTBo ayTUCTUYECKOro cnekTpa: 2
Mukpouedpanma: 1
TyroyxocTtb: 1

B cocTtaBe cuHgpomos LLnmke, bapae-bnana,
dpumena-LLlenpona, lenHn-Apsuw, nail-patella,
Jlenna



HeMpoOKOrHUTUBHOE Pa3BUTUE : BHUMAHMUE,
namaTb, 0by4aemocTb, peyb

BaxKHeWLas 3a4a4a AeTcTBa — y4YnTbCA!

e B 1990rr. Fenell et al. coobuwanu, yto aetn c XbI1 xy*Ke yaepxunsanu
BHMMaHME N cNOCOBOHOCTb K LesieHanpaBleHHOW AeATEeNbHOCTH,
KOTOpble yny4llatotcs yepes 1 rog nocne TpaHCNAQHTaUUN.

* B 2000rr. Gipson et al. ObHapyxunnu, uto aetn ¢ XbI1 xy*Ke 3anomunHaoT
HOBYIO MHGOPMALUIO, Y HUX XYXKE KpaTKOBpeMeHHada BepbanbHana 1
3pUTENbHAA NAMATb.

* Otmeyaetcs, yto cteneHb XbI Koppenunpyet ¢ 6onee HM3KMMm IQ, Ha
KOTOPbIN BANAET TAXKECTb U ANNTENbHOCTb 3aboneBaHuA.

* T.o. aetn c XBIN1 umetoT pUCK HAPYLLUEHMN BCEX KOTHUTUBHbIX PYHKLUN,
Ha KOTOPble BAUAIOT TAXKECTb, NpoAo/IKUTe/IbHOCTb XbI1, BO3pacT,
CONYTCTBYIOLWLME HapyweHna (aHemuna, apTepuasibHasa rMnepTeH3mns)



PocT y neteu ¢ XbI

[110X0M PpOCT accoLMmMpPOoOBaH C NOBbILLEHHOM 3a60/1eBaeMOCTbIO
N CMEPTHOCTbIO'.

Kaxaasa egnHunua SDS pocta yBennumsaeT pUCK cmeptn Ha 14%.

PocT HMXKe 1-0M nepueHTUAN NPU CTapTe AManmn3a CBA3bIBAETCA C
yBeNn4YeHnem pucKa rocnutaamsaumm n netasibHoro ncxoaa.

MPUYUHBI HapyWEeHUU pocTa:

1.
. Metabonunueckum aumnno3s
. ManbHyTPULUA

N OO O B W N

3aaep:KKa BHYTPUYTPOOHOro pa3suTus

. MuHepanbHO-KOCTHble HapyLwleHunA

. [ntokokopTUKOMAbI

. [oTtepun HaTpuUA

. HapyweHua 8 ocu ropmoH pocta-UoeP |

'Greenbaum LA, Warady BA, Furth SL. Semin Nephrol. 2009 July; 29(4):425-434



SDS pocTa geteir ¢ XbI 5c¢r.
N=33

SDS pocrta geteir ¢ XbI 3-4 cT.
N=22




SDS macchbl Tena




TeueHue XblI1

 MTI: 7XMNH (n=33) meaunaHa 450 (13-2209)
XBM 4-5 (n=22) 120 (4-1204)nr/mn
CaxP: meanaHa 4,4 (3,2-6,6)
* MwuHepanbHO-KOCTHble HapyweHusa: 42 (77%)
* ApTtepuanbHasa runepteHsus: 20 (36,4%)
e AHemus: 33 (60%)
e [uncnnnuaemwus: 35 (64%)



dakTopbl pUucka nporpeccuposaHua Xbl1

AHemunA

[Mnepdochatemums
[MNoKanbUnemmna
ApTepunanbHaa rmnepTeH3ns
[MnocraTtypa

Benok/KpeaTuHUH > 2-X KpaTHOe yBe/InyeHue
> yckopeHue YCKP Ha 0.3ma/MuH/ros.



KayecTBO }XU3HMU

e [letn c XBI1 umeroT 6onee HU3KOE KAYEeCTBO }KU3HU NO
npodunam ensan4ecKoro, LKOAbLHOrO,
3SMOLUMNOHANBbHOIO N COLMANBHOTO PYHKLNOHNPOBAHUSA

* YacTble NPUYNHBI: HU3KUK POCT, C1abOoCTb,

PACCTPOMCTBA CHA, 3HYpPE3, FOCNUTA/IN3ALUN,
npobnemsbl AManmn3a



Patient survival.
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Djalila Mekahli et al. CJASN 2010;5:10-17
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MepcneKkTnBa nepecagku Noyku y 60abHbIX €
yponoruyeckmmu 3aboneBaHuamm
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Bbi}kMBaemocTb yepes 93,38% 95,45% 93%
1 rop nocne Tl
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Llenbto neyenna XbIy perenn mnagwero
BO3pacTa ABafAeTca obecneyeHmne mx
POCTa, PAa3BUTUA N Ka4eCTBa }KU3HM.
Haubonee s¢ppektusHbim metogom 3T
y AeTeUn ABNAAETCA TPaHCNAaHTauuA
NMOYKM.



bnaropapto 3a BHUMaHue!



