[laToNIOrNMea Noyek u opraHoB MOYEBOM
CUCTEMbI Y AETEN U NMOAPOCTKOB
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POCT NMOYKM B OHTOreHese

] HOBOEO)KEGHHbIe: 30-40 r, uan 1/10 macchl

NOYKW B3POCSIOro;
0 Ha 1-M roay Bec kKaxaoun noykum +6 r/1000r
Macchbl Tena; K rogy - 60-80r.

1 3Ha4YeHune TeMMnoB POCTa lNno4yek.

O * BpOoXXAEHHbIE TNMCTOJTIOTMYHECKNE aHOMAJTUU

0 * puck cmHapoma BHe3anHou [leTckow
Cmeptun (BAC)
0 * npnobpeTeHHas natonoruna (nnenoHedppuT)




O6pa3oBaHne He(POHOB

0 B kaxaon nodyke — no 1 MUJTMOHY
HedpPOHOB

0 O6pa3oBaHMe HOBbIX 3aKaHYMBaeTcs K 36
Hepene wnu y nnoaa Maccou 2 Kr.

0 ®dopMmnpoBaHue kKybo4uykoB npekpaulaeTcs K
1,5 Mec. nocne poxaeHuns; aefeHne KIeTokK
npoaoskaerca Ao 6 mec.




'mcrosiormyeckme ocob6eHHOCTN HEQPOHa AETEN

0 [NpeobnagatoT KopTUKanbHble HedpPOHbI (85% oT obuiero

O [MpeunMyLllecTBEHHOE KPOBOCHabxeHmne tokCcTtaMmenynnsipHou
30Hbl C NOCTEMNEHHbIM BO3pacTaHMEM KPOBOTOKA yepe3
NOBEPXHOCTHblIE HEPPOHbI BMJIOTb A0 MOJIOBOro
co3peBaHus

0 Ywmcno knyboukoB Ha 1 cM2 NOBEPXHOCTU:
O HoBOpoOXAeHHble 50
0 B /7 - 8 Mec. 18-20
B3pocC/ible /-8
O BucuepanbHbIN IMCTOK Kancybl 40 4X MecC. -

KyOuUYeCcKnin anuTesinn, 3aTemM NocTeneHHoe 3aMellleHne
Ha MNJIOCKUU

KonnareH 6 TMna npuv co3peBaHUM NOYKM 3aMellaeTca Ha 4
T™n

[] KaHanbLbl KOPOTKME U Y3KNE




CKOpPOCTb K1yb0o4KOBOU DUbTPaLIMK

01 CK® MHTEeHCMBHO pacTeT A0 KOHUa rpyaHoro
nepuoaa; duibTpauma oTaenbHbIX HEPPOHOB
yBennymnBaeTcs A0 NOJI0OBON 3PenocTu

[0 KNMpeHcy 3HAOreHHoro KpeatTuHumHa (Ha 1,73
M2):

HOBOpOXAeHHble 8 — 42 (cpeaHsas — 23 M/MUH X
1,73 m2);

1 mec. 30-90 (cp.54); 6 mec. 89-114 (cpegHsas —
110 Mn/MUH);

12 mec. 63-150 (119 Mn/MuUH)




dopmMmyna pacyéta CKO y geten
L Schwartz:

1 Co (ml/min x 1,73m2)=K x PocT (cM)/Scr (mg/dl)
O Counahan:
[]
O

Cer (ml/min x 1,73m2)=0,43x PocT (cM)/Scr (mg/di)
[ae: C - K/IMpPEHC KpeaTuHuHa

S

S0 KOHUEHTpaums KpeaTuHMHAa B CbIBOPOTKE KPOBM. Ana
repecyera KOHLUEHTpaunumn KpeaTtnHnHa, BblpaxeHHoH B
MKMOJIb/J1, B Mr/A/71 €€ cregyetr yMHOXuTb Ha 0,0113.

M K=0,457001roga; K= 0,55> 1 roaa

B2 K = 0,33 4719 A€Tei C HU3KOM M.T. MPU POXKAEHNN

@2 K = 0,7 4715 NogpOCTKOB




MeToabl onpeaeneHna CKO

0 N3mepsiembie [J OnpepgenseMbie
«<350JIOTOMN CTaH[QapT» Bbiyucnsgembie rnocsie

C nomMoLuibto M3MepeHus oripeaesieHns 3HAOMreHHbIX
9K30reHHbIX mapkepos K@ mapkepos KO

NHYNNH, norekcon, KpeaTHuUH
notasiaMmar,

PaavoHyknuabl (51Cr-

SATA LincrtatuH C

99mMTc-ATNY, DTPA).

To4yHO, HO goporo, Aosro,

TosibKO B
crieymnasin3npoBaHHbIX

naboparopusix




dopMy bl A1 pacyeTa CKOPOCTM KybouKoBOU MdUbTpaLmnu,
NnpuUMeHsieMble B neanaTpum

J.Bacchetta, P.Cochat, N.Rognant et al. Which creatinine and cystatin C
equations can be reliably used in children? Clin J Am Soc Nephrol 6: 552-560,

-_-— = =

With plasma creatinine
Schwartz 1976 (ml/min per 1.73
m2)

Locally adapted Schwartz (ml/min
per 1.73 m2)

Schwartz 2009 (ml/min per 1.73
m?2)\

With serum cystatin C
Hoek (ml/min per 1.73 m2)
Le Bricon (ml/min per 1.73
m2)

Larsson (ml/min)

Filler (ml/min per 1.73 m2)

Zannitalli Al /min Rnar 1 72

Combined formula
Zappitelli (ml/min per 1.73
m2)

eGFR = k x height/Cr

k = 62 in boys 13 years of age, k = 49 in
other children, height (cm)

eGFR = k x height/Cr

k = 37 in boys 13 years of age, k =33 in
other children, height (cm)

eGFR = 36.5 x height/Cr, height (cm)

eGFR= - 4.32 + (80.35/Cys)
eGFR= (78/Cys) + 4

eGFR = 77.24 x (Cys 1-2623)
Log(eGFR) = 1.962 + ( 1.123 x
log(1/cystatin))

AED — 7E QA v e -1.17

eGFR = (507.76 x e 0:003xpoct) /(Cyg 063> xCr
0.547)

eGFR= 63.2 x (Cr/96) ~ 93> x (Cys/1.2) 0% x

(\woinht+/A5\0.30 v f2aAa/14)0.40
\v'\‘lvllh’ IUI 7\ \uv\‘l . ll



Yto onpeaenser ypoBeHb yncratmHa C B
CbIBOPOTKE KpOBU?

0 1) NOCTOSAHHas CKOPOCTb €ro CuHTe3a, 10471 ™ _He
oo or Bo3pacra, nona» seca;

[0 2)NOCTOSIHHAs CKOPOCTb ero BblBeAeHUs U3 opraHm3Mma,
ornpepensiemasd NnpemMMmyLlecCTBeHHO peHasibHbIMU
dYyHKLNAMMU

O Yem TaXKenee peHasbHasa NaTtonorns, TEM XyxXe LUMUCTaTUH
C dunnbTpyeTcsa B NOYKAX U TEM BbllE €ro ypoBeHb B
KPOBW

0 U-C B KpoBM noBbILWLAETCS Npwu
cepaevyHoOn HeaOoCTaTOYHOCTH
Ha PaHHUX CTaAUAX NpesKamMncmm
Npn HEKOTOPbIX OHKO3aboneBaHUNAX
npu 6onesHn Anburemmepa




KpeaTUuHUH —
OCHOBHasi Macca punbTpyeTtcs Kyboykamm, HO
15% ero cekpetunpyeTcsa KaHanbuamm (y
3[10POBbIX)

|
(7 Tlpn XBI1 Cr cbiIBOPpOTKU MOBbILLAETCSA TOJ/IbKO Ha

30-50% o1 ero teopetnyeckoro ypoBHsi (1o «30/10TOMYy
cTaHaapTy»), T.K. oT 16 40 66% Cr yaasnsieTcs 3a
CYeT BHEK/TYO6OUYKOBbIX MEXGHNU3MOB — CEKPELNN B
KaHasibLyax v 3JiIMMuHaUnm 4epes3 KulleyHuK.

[7  Cr cbIBOPOTKU BapbUPYET B CBSI3N C BO3PACTOM,
r1o0JioM, MeTabos/iIN3MOM B MbILLIEYHON TKAHU,
rnotpebsieHnemM MsiICHou nuiyn. NIameHeHus
KoHUeHTpaunmn Cr cbiBOPOTKM OHYEHb MHEPLIMOHHbI




LinctatnH C — mapkep CKO®

|
[0 Merta-aHannz (46 craten n 8 Heorlyb/iInKOBaHHbIX

ot4yeToB; 4500 nauneHToB M 1ML KOHTPOJIbHbIX TPyrin):

Linctatnn C gaet 6onee TouyHoe npubnmxkeHme K
peasibHbIM (M3MepsemMblM) 3HadeHnaMm CK®, yem
KpeaTUHUH.

B 2004 r. ypmcratmH C oduumanbHo ogobpeH
AOIMUHUCTPALMEN MULLEBLIX U JIEKAPCTBEHHbIX
npenapatoB CLUA (FDA) kak Mapkep Ans
anbTepHaTuBHOro onpeaeneHmna CKoO




Ha gaHHbIN MOMeHT uncratuH C — caMbin
TOYHbIN MapKep A5 onpegeneHnss CK® B
negnarpmm

|
Mocne 1 roaa ero ypoBHM He 3aBUCAT HU OT MbILLEYHOMN MACChI,

HW OT BO3pacTa

PacueT negnatpuyeckon CK® no ¢popmyne A.l'pabba c coTp.
(CK® = 84,69 x ynucrarnH C -1,680 x 1,384 (Bo3pacr

< 14 ner) Grubb et al., Clin. Chem., 2005, 51: 1420-1431. 6onee
HaAeXXeH, YeM Mo KpeaTUHUHY.

®opmynbl MDRD (Modification of Diet in Renal Disease) wv
KoHHaxaHa-bappaTTa

HE NMPpUMEHNMbI B NeanaTpumn

dopmyna LBapua 3aBblwaeT 3HavyeHna CKO npwum cp.
c namepeHmem CK® c nomMowibo norekcona
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LincratnH C y AeTen. BbICOKUUN MOC/IE POXKAEHMS,
3aTeM MOHMXXAETCS

HepoHoweHHble: 1,88 + 0,36 mr/n (1,34-2,57 mr/n)
JJoHoweHHble: 1,70 £ 0,26 mr/n (1,36-2.23 Mr/n)
Jo 1 ropa: 0,75-1,87 Mr/n

Ot 1 po 3 neT: 0,68-1,60 Mr/n

Ot 3 oo 16 neT: 0,51-1,31 mMr/n

[lo MHeHWIO aBTOPOB, MOBbILLIEHHbLIE B TeYeHune 1 roaa
ypoBHU unctatnHa C otpaxkarot HU3Kyo CK® y
HOBOPOXXAEHHbLIX U M/1a4EHLIEB
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OyHKUMOHaNbHas He3penocCTb HedpoHa
Ha 1 roay >XWU3HW

Hu3skas CK®D

rMoHM>xeHHass CnNocobHOCTb K peabcopbynn
BOAbl

OrpaHn4dyeHuve pyHKUNN
KOHL€HTPHUpPOBaHMWS, nogaepi>xKaHns
ocMmotTndeckoro n KOC

3agepi)xka ¢pocparoB n HaTpua

lMotepsi kanuns.

PaHHee UCKYCCTBEHHOEe BCKapMJiuBaHue -
npeanocbuiKa K NOBpPEeXXAeHUI0 Novek,

YKOPOYEHMUIO XKXU3HU, CHNIKEHUIO
penpoayKTUMBHOM cnocobHocTu!




1 Mopdosiorndyeckoe «cospeBaHune»
He(poOHa — K 5-7/ rogam

T VICTOoHaMa e cRay anddepeHUMpoBKa

L] 3nnTenuna KaHanbueB — 3HAYUTENbHO NO3Xe

[Tocne 1 roga akckpeumst berka, aMMHOKMCIIOT,
KpeaTUHMHA, 3NEKTPOSIUTOB = B3POCI1bIM

OO0dHako!




tOHOLWecKada noyka
0 C HayvanoM nyb6epTaTa 1 aKTUBHOCTb

~ 3HOOKPWHHOW CUCTEMbI
O B 13-15 nem — «eo3epam» psioa

rno4Yye4yHbIx peakyul Kk 6osiee paHHemy
amany oHmozeHe3a

[0 PopmuposaHue e/op2aHHbIX cocydoe
no4Yyek — rnnocsie 21-22 nem Xu3Hu

[0 OkoH4YamesibHasi mornozapagus
op2aHoe Xxueoma u ma3a — Kk 18-20
2o0am




Obwme ocobeHHOCTU NaTonornn
noyek y aereun

[0 [eHeTn4yeckaqa oCHOBa
0 BnndaHume paHHUX 3TanoB OHTOreHesa

[0 Co4yeTaHHOE nopa)eHune APYrmx opraHoB u
cucTteM (Tpuapa: cepaue —rnoykn -MaTka;
JKKT, opraH cnyxa, ncuxmyeckoe pasButue,
KOCTHasl cucrtema)

1 BoBne4yeHHOCTb NOYEK BO MHOIMe
naTosiormnyeckme npouecchl (BTOpPUYHbIE
HepponaTnn)




PacripoCcTpaHeHHOCTb Mo4Ye4YHoU NaTtosiorum cpeau
AetTckoro HaceneHus CaHKT-lletepbypra

Obwasa 36,5 : 1000
N3 HUX OITH - 1,2%

XI'H - 0,6%
HedpoTtnuecknum cuHapom — 0,4%
NHTepcTuumnanbHbin HedpuT — 1,5%
OcTtanbHoe — UMC ~ 95 - 96%
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[loMepynoHed@puTbl Y AeTen

[TomMepy/ioHemPUTHI,
NI UMMYHHbIE JIOMEPY1IonaTtun, — 370
rereporeHHasi rpyriria 3abosieBaHui,
17151 KOTOPbIX XapaKTepHO

Hazim4yme MMMYHOJIOMMYECKUX U KITMHUKO-
MOPOSIOrMYeCcKmnx rnpmn3HaKoB BOCIaJIEHUS,
CBSI3@HHOIO rpexae BCEro C rnopax€Hnem
KJ/1y604KOB




[lomMepy/iIoOHemPpUTBI ¥ AETEU

151 Bbiges1eHns1 Ho30/10rM4eckon @opMbl
H

HeobxoAMMO OrnpeaesiNTh:

1.CI/IH,H,DOM n ANHaMHNKY K/IIMHNYECKUX
CUMIITOMOB

2.XapaKTepucTtuky
NUMMYHOMNaTo/I0OMM4YecKkmnx M3MeHeHU

3.Mopgosiornyeckyro opmy
r/iomepysiornatum




[lomMepy/iIoOHemPpUTBI ¥ AETEU

T TlepBHuYHbIE [0 Bropun4yHbie

[To XapakTepy TeueHUns
0 Octpbin 'H
0 XpoHuyeckun H

0  BbICTponporpeccmpyowmm
H

npu psiae CUCTEMHbIX
3a6o1eBaHn
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OcCTpbIN NOCTUHDEKLUMOHHbIN [H

OcTpoe Angpy3Hoe MMMYyHOBOCIA/IMTE/IbHOE MoOpakeHune
[M0YEK, BO3HUKAarLee rocsie bakrepnasibHOro, BUpyCHOro
nan napa3mtapHoro 3abosieBaHus, Criyctsl 1IaTe€HTHbIN
nepuwosa (2-3 Heaesnn)

Y aereun nposiB/sieTcsi HePUTUHECKUM CUHAPOMOM
VIMeeT UnKin4deckoe Te4eHne

Masibynku 60/1€0T HECKOJIbKO Yallle 1eBOYEK

TurnnyHbin Bo3pact 5 - 12 ner




1 O

OcCTpbIN NOCTUHPEKUMNOHHbIN TH -
3TUOJIOMnNA

CtpenTtokokku rp.A, wrtamm 12 (60-80%), 1,3,4,49

Nephritis-associated plasmin receptor (NAPIr) -
He(PUTOreHHbIN aHTUIreH CTPEeNTOKOKKa rpynnbl A.
Ob6cyxaaeTcsa ero ydactme n noteHuman cneumpuyeckmnx
LUTAMMOB B BO3HUMKHOBEHMN MOCTCTPENTOKOKKOBOIO

rnoMepynoHedpuTa
J.Nephrology, 2007,N 3,May-June,Vol.20
Cenyac y B3pOC/blX NauneHToB CTpenTokKokk npu OMH

BbisiBNAeTcsa He 6onee, 4yeM B 20%; y Aeten — 3HaUYUTENIbHO
yawie




OOOoooboogdd

OCTpbIK MOCTUHMEKLUMOHHbLIN [H -
3TUOJIOIMnS

NHpekunn n 3abonesanHuns, npeagwecrtsosaswimne OMH:

1.Bocnanenue 6 nocoenomre, na xooice;
2.bakmepuanvuvlii s3HOOKapoum
3.[[neemonus
4.Menuneum
5.1 enamum B
6.Bupyc Inwumeun-bappa
7.Llumomeeanosupyc
8.Bupyc Kokcaku
U opyaue 6030youmenu
Jlannvie HUU neghponocuu CII6I'MY

nM. akana. U.I1.11aBioBa




OCTpbIN NOCTCTPENTOKOKKOBbLIN [H

[]
L]
[]

lpeapacrionararoiume ¢pakTopsbl:
AHTUreHHbIn Habop HLA DR4, DR5

OTdaroweHHada HacneacTBeHHOCTb No VIHC|:)€KLI,VIOHHO-
anneprm4yeckmm 3abosieBaHUAM

Bbicokast BOCMIPUMMUYMNBOCTb K CTPENTOKOKKOBbIM
NMHpeKUNSaM

Hannumne XxpoHnyecknux oyaroB MHMEKLMU B
HocornoTke, 3ybax, CTpenToAepMUS; HOCUTENbCTBO
reMOJINTUYECKOro CTPENTOKOKKA B 3€BE U/UNN Ha KOXe




OCTpbIN NOCTCTPENTOKOKKOBLIN [H- naTtoreHes

0 Alcrpentokokka + AT + C3a,C5a — ocaxaeHue Ha

basanbHou MembpaHe KIy0o4KoB

0 MembpaHoaTakyowmnn komnnekc (C58-C9) —

[

1 aKTuBauusa TPoMOoUUTOB (T CeKpeLnn CEPOTOHUHA,
TpoMmbokcaHa B) —1 arperauumn, HapyLleHune
MWUKPOLMPKYNALNN
T aKkTMBauma Makpodharos U Me3aHrmanbHbIX KNeTok —
—nponndepayma MesaHrns

[ToBpexaeHwe aHOoTeNnnarnbHbIX KNETOK; akTUBaLus
oMb pPUHONNTUYECKON CUCTEMbBI — BOCNASIEHUE;

Cna3m cocydoe u uwemMusi rnoYkKu.




OCTpbI NOCTCTPENTOKOKKOBbLIN [H-

MOpP@OJIormns
SHAOKaNUMANAPpHbIN andy3HbIN NpoangepaTnBHbIN
R TITOTIEDYITNT, TTDOXOVIT HECROJIbKO CTaAMNMN:
3KCCcyaaTuBHas,
SKCCyAaTUBHO-NposindepaTtmBHas
nponunpepaTnBHas

OCTATOUHbIX SABJIEHUMA

D/1EKTPOHHAS MUKPOCKOMNUSI: «ropbbl» Ha 3rmTesinasibHoON CTOPOHE
6a3asibHou meMbpaHsbl

NIMMYyHO-@100peCLieHTHas MMKpOCcKonus: otoxeHus I1gG, C3 BAO/1b
CTEHOK KarnusiisipoB Kj1yb604YKOB

(4 BapnaHTa: «3BE34HOE HEOO», ME3AHINasIbHbIE OT/IOXKEHMS,
rMPJISSHAHbBIN TUIT — CaMbI TsXKebin!; uMMyHOHeratuBHbIN (HET
OT/1I0)XKEHUN) — camblin 671arornpusiTHbli, Bbl34opoBrieHne 40 100%




OCTpbIK NOCTCTPENTOKOKKOBbLIN [H-
KJIMHNKA .
O LUukanyeckoe reyeHve mn Heﬂpnrnqecmm CUHAPOM

Uepes 2-3 Hepgenu nocrne nHpekunn — oteku; M.6.
onurypusa (Ha 3-5 aHen)
aprtepuanbHasa rMNepTeH3nsa — KpaTKoBpeMEHHas,

yMepeHHasa, 4acTo Ha AOK/IMHWYECKOM 3Tane; 370
OCHoBHoe ot/inyne OMH y gerten ot B3pocC/ibix!

B Moue: BbicoKas ya. MJAOTHOCTb; npotenHypua (aol-1,5
r/244.); remartypusa (ot 10-15 go 100, M.6.
SpUTpoUUTapHbIe LUINHAPLI)

CK® Ha BbICOTE OTEKOB |




OCTpbIM NOCTCTPENTOKOKKOBbLIN [H-
KJIMHNKA

[ OTeKH~- | CKo, + 1 peabcopbumm Na = TOLLK, sapepskka
Xugkoctn n Na B TkaHax + TAOI

[J T eMamypPUus <—npoHnuaemocTb CTEHKUN KIybouUKa;
aectabunmnsauyma memopaHsl Er

[ T urnepmeH3Usl <— snpotenuansHas oucdyHKUNS
akTuBaumna PAAC




OCTpbIN NOCTCTPENTOKOKKOBbIN [H-
KpUTEPUN ANATHOCTUKMU

]

]

]

[MpeawecTByOLLAsa CTPENTOKOKKOBAsA MHMEKL NS

J1aTeHTHbIN nepuoa 2-3 Heaenu
OcTpoe Hayvyano, HePpPUTUYECKNN CUHAPOM
KpaTKOBpeMEeHHOCTb HapyLleHns @yHKUMM nodek

B kpoeu UWNK, rmnokomniemeHTremMusi norpebsieHns

(C3ll)

Mopdabornozusi: aHOoKanunnsapHbIU nponugepamusHhbIl
ariomepynum, «20pbbl» Ha anumesnuasbHolU CMOpPOoHe
MembpaHsl




OCTpbI NOCTCTPENTOKOKKOBbLIN [H-
KpUTEPUN aKTUBHOCTMU

ACJ1-O, ACK

1 | dpakumn C3 n C5; 1 UMK

B kpoBu nenkountos, Hentpodunes, 1COI3, CPb
AKTMBaUMA cMCTEMbI remocTasa (rmneparperauus tr)
Ctonkas numdounTypus

depmeHTYpUa (TpaHcammanHasa)

O O 0O o o O

[0 Bo3moxHble ocnnoxHeHusi: OlH, aHypus — pegko

aKknamricusi — y nogpoctkoB — Al, ronosHasi 6onb, pBOTA,
bpagukapaus, noTepst CO3HaHUS, Cyaoporu, Koma;

O.cepdeyHass HeOocmamo4YHOCMb U OMEK f1e2KuX - peoKo




JleyeHne OIH (6a3uncHasa Tepanus)

O 0O 0O Q0

[

—
OCHOBHas yeJsib — YMEHbLUINTb ULLIEMHIO MNMOoYEK.

Pe>XxuM nocTtenbHbIM HA 3-4 Hepenwu
[lneTta: conb, XNAKOCTb, 6€/10K, KaTOPUNHOCTb

STUOTPOMHO: aHTUOMOTUKK IP. NEHNLUITINHA
(Makponuasbl) Ha 10 gHen ¢ yyetoM CKOD

YnydweHne MUKpOUUNPKYISAUNN: KYpPaHTUN
(2-3Mr/kr/cyT. B 3 npuema), TpeHtan (5 mr/kr x3 p)
Mpu ctonkon Al — nHrmbutopsl AlO,
aHTAroHMCTbl peuenTopoB
aHrMoTeH3nHa -2(Kaasap)
Anypetnkn obblYHO He Ha3Ha4alT!
Butamuubl: C, B2, B6, E. He Ha3zHaydyarb B1,A, [!




OI'H - nporHos u
ancnaHcepHoe HabnwaeHne

0 B 85-90% - BbIBAOEOBﬂeHVIe.

[  @aKTopbl MPOrpeECCUPOBAHUNS — MHTEPCTULINATIbHbIE
N3MEHEHMS

| y0. nnomHocmu mo4u, nedkoyumypus,
7 | ocmomuyeckozao KoHUeHmMpuposaHus

T 9KCKpeuuu ¢ubpoHekmuHa;

Y3U- aunepmpogbuposaHHkIe rnovyeyHbie

nupamuoku

pe3ucmeHmMHocms K basucHou meparnuu

0 OwucnaHcepHoe HabntogeHue: 5 net Hedporor + neguaTp,
caHaluusi o4aroB XpOHMYECKOW NHADEKL MM,
aHanu3 mouyn 1 pas B mecsiy, 1 npu rnodom 3aboneBaHuu.

JYHKLMM NOYeEK



XpOHUYECKNUN rnoMepysioHedpuT

O XI'H - nepBnyHoe BoB/ieueHne B UMMYHOINAaToJ/1I0MM4YeCcKoe

S EoCHaTene RITYO0UROB C TTOCIEAYIOLMM MOPaXeHNeM

KaHasibLieB, MHTEPCTULINS, C pa3BUTUEM B AaJ/IbHENLLIEM
TyO6y/1IO0MHTEPCTULMNATIBHOIO CK/1E€EpO3a n XITH

[0 DTWosiorns — rnepcucTupoBaHne BUpPycHou nHoekymn (renatut
B n C, Kokcaku, LJMB, xpoHnyeckoe A4/INTe/IbHOEe OTpaBJ/ieEHNE
CBUHLIOM, KagAMUEM

[J  [latoreHe3 — ayTOMMMYHHbIE peaKLnU, A/INTEJIbHOE
NnepcucTupoBaHne aHTMreHoB, Aeuunt T - Cyrnpeccopos,
HegocTaTtoyHocTb C3 m C5, CHMm»xeHne nHTepgpepoHa

0 Y 10-15% pgeren XIH kak rnipogosmkeHne OFH.




1 O

XPOHUYECKNIN rrioMepyrioHedpuUT-
Mopdonornsa y geteu

. |
Y neten nepsBbix 5-6 net npeobnanaer N ¢

MNUNHNMAJIbHBIMN USMEHEHUNAMN

60-70% XI'H — me3aHrnonponmnpepaTmBHbin (Te4eHune
OTHOCUTENbHO A0DOpOoKayecTBeHHOe, Mnaawue
LLUKOJNTbHUKW)

MemM6paHO3HbIN H — 3HaUMUTENbLHO pexe, 4YeM y
B3POC/IbIX

Me3aHrnmokanunnapHoln N'H oyeHb penok
[[H c nonynyHnamm dawe y nogpoCTKOB




Me3aHrunponndepaTtnuBHbIN rNOMepYynT
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MeM6paHO3HbIN roOMepyIoHeEDPUT




XPOHMNYECKNIN rnoMepyioHedpuUT
KIMHU4YecKas Knaccndpumkaums

O dopma (cnHAPOM):
1.HedpuTnyeckaa (rematypuyeckas)
2.HedpoTnyeckas
3.CMeLlaHHa“
O HMepuong
1.06ocTpeHune
2.HacTnyHaa pemuccus
3.MoNHaga KNMHUKO-nabopaTtopHasa peMnccus
0 DPYHKUNA NMoYeK
1.be3 HapyweHusa,; 2.C HapyweHunem; 3.XT1H




KnuHuka XI'H
[0 dopMa HedpbpuTnyeckass nimn

~“TeMaTyPITTECRET —
MOP@OJSI0rM4ecKkm Me3aHIrnasibHo -
rnposingpepaTuBHbIN NN
nposngpeparnBHo-membpaHo3Hbiv [H. B
K/IMHUKE — YMepeHHasi rematypusi v
rnporemHypusi, Hebosibiume oteku. Al He
y Bcex 60/1bHbIX, MO3/4HO.
[IporpeccupoBaHune Mesns/1IeHHOoE




KnnHuka XIMH

[0 dopMa HedppoTHNYEeCKasa -
Mop@osiorm4eckm MuHuMasibHbiv 'H,
MeMbpaHo3HbIN, MEMOPaHO3HO -
rnposngpepatnBHbivi H. B KinHuke —
HegppoTnyeckun cuHapoMm. ALl He
rnoBsbillaercsi. TeyeHme BosIHoobpa3Hoe




KnmHunka XIH

[0 dopMa cMeLllaHHas1 —rnpoingpepaTuBHO-
Te/wmeparmwo-

dubpornnacrnyeckmnin MH. B KinHuke -
YINOpHbIE AINTEJSIbHbIE OTEKU, Al C
N3MEHEHUSIMU /1a3HOIro AHa, TaxmnkKkapaneun, B
Mo4e remMartypus, rnpoTenHypusi; B KPOBU —
aHeMus, rmrnornpoTenHeMms C
ANCTIPOTENHEMUNEUN, NTPUIHAKN AKTUBHOIMO
BocriasneHus. OyHkumsa rnoyvyek: CKO |,
MpU3HaKuU 808/1€4EHUS
myb6yrnouHmepcmuuyuarbHoU mKaHU.

bbicmpoe npoepeccuposaHue 0o XIH




bone3sHb bepxe, nnmn IgA-HedponaTug

[j

[]
[]

[]

[]
[j

PacnpocrpaHeHHOCTb: Hanbosnee yacrtasa @.
[MlepBnyHoOro IH

44 4% peten c rematypudeckon ¢@.MH
12,1% peten n 12,6% B3poCnblX, NOABEPTrHYTbIX
6uoncum

Hauyano yvawe mexay 20 n 30 rogamMum >X13Hu, B
EBpone - B OCHOBHOM MY>X4UHbl — 79,2%
%ﬂaHHble HUWN Hedponornm CIMN6IrMy); s Asmnm
=7
[1o 18 neT Manbynkun : aesoykn = 1,1 : 1
Mopdonorms: doKanbHbIN
Me3aHrmonposangepaTneHbin (04AroBbIN NN
cerMeHTapHbin) I'H

[0 3drnonorusi: XpoHudyeckast uHpekuums (B ToMm

HUCie — CTpeI'ITOKOKK), dHTUTE€HbI MOJ10KQ,
MMKOTEH



bone3Hb bepxe, nnn IgA-Hedponatus natoreHes

0 IgA BblipabaTbiBaeTcs B OCHOBHOM CNIM3UCTbIMU; TONbKO 1/3
- nuMdounTamu.

|
0  MoHomMep IgA — u3 2 Taxenbix uenen (al n a2) u
2 nerknx (K v A)
0 YCUIMBAETCH CUHTE3 TOJIbKO JIerknux ueneun
OTnoxeHune UK c IgA npenMyLecTBEHHO B Me3aHIrmm novek

[ [lpeanocki/iku A1 oT1/10XKeHUA IgA-VIK: B Me@3aHIuun
aHOMasNbHbIXA KoNnareH 3-ro tuna (B HOpMe ero HeT);
3HaUYnNTENIbHOE | NN NCYE3HOBEHME aHNUOHHbIX Y4aCTKOB Ha
lamina rara externa rmnomepynapHon bM

O Y 22% 6onbHbIx ¢ IgA-I'H — aeno3uTbl IgA B cocyaax KOXwu
6e3 rmcrosiorMyecknx M3MeHeHnm B Koxe

0  Ponb AedeKkToB CMHTEe3a KOMMOHEHTOB KOMIMJIEMEHTA
(bone3Hb bepxxe = rMNoKoMnNIeMeHTeEMUS CUHTE3a)

[




bonesHb bepxe, nnn IgA-HedponaTuns
K/IMHNYEeCKne BapmaHThl

|
0 1.PeumamBupyrowlas MakporemaTtypud

0 2.EAMHCTBEHHbIN 3NM304 Makporematypuen c
nocneayloLlen nepcMcTteHUnen MMKporeMaTypum

0 3.beccmMmnToMHasa MmkporemMatypus + npoTenHypus
(<2,5r/cyT.)
0  4.Bo3MoXxHO pazsutne HC — nnoxon nporHoCTn4ecKmnm
NpU3HaK




Bbone3Hb bepxe, nnmn IgA-HeponaTus
KpUTepmmn nporpeccnpoBaHms

1.
2.

N oA

CKJ'IepOTVILIeCKVIe NM3IMEHEHINHA KJ'IY60‘—I KOB

---»---»---» B COYeTaHun nposindepaunmn Mes3aHrng co
cknepo3oM 20% rnomepyn

[noMepynisspHblie NONYNYHUS

ApTepunanbHas rmnepTeH3ns

[IpoTenHypu4

My>XCKOW Non

B3poc/ibin BO3PACT K MOMEHTY Ha4yasia 60s1e3Hu




Bbone3Hb bepxe, nnmn IgA-HeponaTus
ANAarHOCTUKa

1.

KnnHnueckun — andpdepeHuymanbHbin amarHo3 ¢ MKB,
reMmopparm4yeckuMmn UMCTMTaMm, oHKonaTosiormemn
MOYeBOro ny3bIps

NMMMYyHOMNOOpecUeHTHOE n3yyeHne buonTaTa
[lpn oTCyTCTBMMN BMOMNCUM NMOYKU — BMOMNCUA KOXMU

OnpepneneHne IgA B CbiBOPpOTKe KpoBU (He
OOCTOBEPHO) M B CJIIOHE

CHUXEHME KOMMNEMEHTAapPHOM aKTUBHOCTU CbIBOPOTKM
KpOBMU




Knybo4yek npu Me3aHrmanbHO-KanuaisspHOM
rMOMepynuTe




Bbone3Hb bepxe, nnmn IgA-HeponaTus
neyeHme — CTporo nHanBuayanbHo!

[]

O O

3HavyeHne aIMMUHaAUMOHHON aneTbl (arntTeHoBas AUETa,
OorpaHuU4yeHmne MoJIoKa, caHaumsa oyaros MHMeEKLMN)

MegnkKaMeHTO3Haa Tepanuga:

lMpu maccueHoOU npomeuHypuu, NPu 6sicMpPom
npozpeccupoeaHuu, npu Hanu4uu nonaynyHuii 8 6uonmame —
nna3smaghepes, npedHU30JI0H, yUumocmamuku

MukogpeHonnam moghemun




Bbone3Hb bepxe, nnmn IgA-HeponaTus
TeyeHne, NporHos

1 TeyeHue peumamsumpyroLliee
1 Wcxop B XINH - yepes 10-15 net
1 Bo3MOXHa CNoHTaHHAsaA peMuccud.

0 Y geten NporHo3 nydlle, 4Yem y
B3POC/IbIX




HacneancrtBeHHbIN HEDPPUT

F'eHeTnyeckn geTepMNHNPOBaHHas
HeMMMyHHas1 rrmomMmepyJsionartmus,
rnporekamoujasi C reMartypmen,
nporpeccupyroLnM CHMKEeHNEM
noYyeyHbix (pyHKLUNHA

YactoTta HH (Mo Poccnn) 17 Ha 100 000
OeTCKOro HaceneHus




HacneacrBeHHbIN HEDPUT

[J [eHeTnyeckass OCHOBa — MyTalLuns B reHe

a-5-uyenun kosnareHa IV muna

KosinareH IV muna yHusepcarneH 0515 basarnbHbiX

mMembpaH

* noyku

* KoxrieapHoO20 arinapama

* Karicyrnel Xpycmarsuka, cemyamku U po2o8uubl arasa

(OoKka3aHO MOHOKJ/IOHalIbHbIMU aHmumesnamu

rnpomue amou pakyuu KorsiriazeHa)

Lo 20% - crioHmMaHHble Mymauuu

[lymu nepedayu: aymocoMHO-0OMUHaHMHbIU,
aymoCOMHO-PeUeCcCcUBHbIU
OOMUHaHMHbIU cyereHHbIlU ¢ X-XpoMOoCoMOoU




HacneancrtBeHHbIN HEDPPUT

[1 3 BapuaHTa:
[1 CuHApoM AnbriopTta

1 HH 6e3 Tyroyxoctu

1 CemenHass 4obpokayeCTBEHHAas
remMartypus




CuHapoM AnbnopTa

[0 Hacnegyercs no AOMUHAHTHOMY TUITy

7 llepBble cMMNATOMbI — B NePBbIE 3 rosa >XU3HU, C/1yYamHoO npu
NCC/1e10BaHUN aHaim3a Moyu

[0 ematypusi ctonkasi, pa3Hon crerieHun, B 100% criy4daes;
ycunusaetcs rnpyu OPBU, pusnueckmnx Harpy3kax, cTpeccax

[0 [poTenHypus B Hadyasie HENOCTOSIHHAas, rnporpeccupyeT co
BPEMEHEM

[ CHWXKEHne cJiyxa B HadyaslbHON CTaAuun — TOJIbKO 10
ayamorpamme (HadymHasli ¢ BbICOKMX 4acToT)

[0 B nybepratHoOM riepyoae — MHTOKCHMKAaLUNS , MbILLEYHas
c/1aboCTb, apTepuasibHas rMMNOTOHMS, | napuuarnbHbIX OyHKUUU
rnoyex

[J B 20% u3smeHeHUs1 opa2aHa 3peHus (aHomaruu xpycmariuka,
Kamapakmabl, epaHynayuu e obriacmu xenmoao meria)




[narHocTuka HacneacTBeHHOro HedppuTa

]

[]

He meHee 2 60/1bHbLIX HEPpONAaTUEN B CEMbE
[eMaTypusa Kak BegyLlwmm CMMNTOM HedponaTtum y
npobaHaa

Hannume Tyroyxoctm XoTtd 6bl y 04HOMo U3 4YJ1eHOoB
CeMbU

Passutmne XIMNH y ogHoro poacreeHHuka n 6onee

B buonTaTte: pacuwensieHne rnomepynsspHon 6asanbHou
MeMbpaHbl C UBMEHEHNEM €€ TOJIWMNHBI U
HEpPaBHOMEPHOCTU KOHTYpPOB




AnddepeHumnanbHasa AMarHocTmka
HacneaCTBEHHOro HeppuTa

|
1 ['emaTtypuyeckaa opmMa
rnomMepysioHe®puTa

1 bone3Hb bepxe

O OdncmeTtabonmnyeckasa Hedponatus




HacneancrtBeHHbIN HEDPPUT
neyeHune n -HabnwoageHune

[]
L]
[]

[eHeTn4eckoe obcnenosaHue

[TonHOUeHHOoe NuTaHune

AT®, kokapbokcuiasa, NMpUAOKCUH, B15, KapHUTUHA
xnopua. (Kypcel 2 — 3 pasa B roa)

duTtoTepanusa (Kpanuea ABYAOMHAasd, COK
yepHonao0AHON PAOGUHBI, NTUCTbS 3EMISIHUKMU,

TbICAYESIUCTHUK)

[Mpn XINH - remoananuns n TpaHCcNAaHTaUM4a NMOYKHU




Bonpoc:

[ KnnHnyeckne cpopmabl
HacJsieqCTBEHHOro Hegpura?




Kidney stones in
the minor and
major calyces
of the kidney

Kidney stone /
in the ureter
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