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NHC : onpepeneHue

HedpoTnyeckun cMHApoM
= Tspkenast npotemHypus ( > 50 mg/kg 3a 24 u)
= runonpotenHemmns (cbiB. anbbd. < 30 g/l)

= rmnepavnuaemus (cbiB. xonectepuH > 180
mg/dl)
= OTeKku ¢/6e3 onurypum

CNneacTBMe HapyLeHun n3bupaTtesbHOM
MPOHULIAEMOCTH

CTEHKM Kanuinapa Kinybouka



NHC :onpepenenune (2)

HedpoTnieckmm cmHapoM MOXET HabntoaaTbcs
npy 60/bLLIOM YNCIIE PA3/INYHbBIX COCTOSHUN:

1. BpoxkaeHHble 3aboneBaHus:

HacneacTBeHHble AedeKTbl noaounToB n/vnu 'bM
2. MprnobpeTteHHble 3aboneBaHUS:

MHdEKLNM

0Eeno3uTbl MMMYHHbIX KOMM1IEKCOB

BACKy/NUTbI U T.A4.



NHC :onpepenenne(4)

KIACCUOUKALNA Y OETEN :

1. Bpo)xxaeHHbin HC
1.1.- MHDEKUNOHHBIN (CndUINC)
1.2 - reHeTNYeCcKun
1.2.1. Bp. HC ®unHckoro tuna (NPHS1)
1.2.2. Denys Drash cuHapom (WT1)

2. NMpno6bpereHHbin HC y geten



NHC :onpepenenne(5)

2. MpnobpeTteHHbint HC
2.1. UMMYHOKOMMNNEKCHbIN HEDPUT
(IgAN, MeMbpaHoO3Has rnoMepynonaTtus u ap.)
2.2. AyTOMMMYHHbIE paccTpoucTBa (LED)
2.3. CncteMHble BackynuTbl (MNLUT, BereHepa,)

2.4. JlekapCTBEHHO-UHAYLMP. (NEHULMNNAMUH,
CO/N 30/10Ta)

2.5. ammnongos

..



NHC :onpepeneHne(6)

2. MNpnobpeteHHbIn HC

2.6. Upnonatnueckmnm HC

= MNWHUMAJIbHbIE NMTOMEPYIAPHbIE
noBpexaeHusd

= AMdPYy3Haa Me3aHrmanbHas
nponudgepauuns
= (poKasibHbIN FNIOMEPYNOCKIEPO3



NHC : KnnHn4yeckne nposaBieHud

# YBennyeHue Beca

# Oteku (rnasa, rosieHn, XmBor, ...)
# Onurypus

# [eMHaga Mo4a

# (BbICOKOE KpOBSIHOE AaBfieHue)
# (60nb B XXnBoTe)



KnnmHn4yeckasa KapTuHa

OTEK BeK aHacapka




NHC : nabopatopus
Moua

Tshxenas npotenHypus (prot/creat > 1 g/g)
(Uprot > 40 mg/m2 3a 4ac)
(Uprot > 50 mg/kg 3a 24 uv)
[MMKpOCKOMNWuY. remaTtypus |

CHWXXEHMe BblAeNleHU MOYM

HMU3Kad KOHUMeHTpauna Na




NHC : nabopatopus

KpoBb
rMnoKasbLuneMmsl, rmnoHaTpuemMmns
(HOPM. YPOBHU MOYEBUHBI U KpEeaTUHNHA)
runonpotenHemMus (cbiB. anbbymuH < 30 g/l)
runepnunuaemMms (coiB. xonectepmH > 180 mg/dl)
npoTtpomboTuny. cratyc (AT], Fg 1)
CHMXEHWe ropMOH-CBSI3. MPOTENHOB
250HD, TMpOKCKHH, TpaHCdeppvH, Ap.



NHC : ructonorus

MuHuMManbHbIE FNIOMEepy/l. NoBpeXxaeHus
HeT Aeno3uUTOoB Npu MMMYHOMOOPECLIEHLINN

CNIMSIHWE MOAOLMTOB NMPU 3NEKTPOHHOM
MUKPOCKOMUM

Anddy3Haa Me3aHrmanbHaa nponudepauus
fierkas-ymepeHHast rmrnepkiaeTo4yHoOCTb
c/6e3 Me3aHr. geno3ntamu IgM

dokanbHo-cerMeHTapHbIn 'C - HeCcKoNbKO
rnomepyn (“dokanbHbIN®) C

“cerMeHTapHbiMKU” noBpexaeHnaMm ounbpos/”
cKknepos”



MnHMManbHbIE NoBpeXxaeHus
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8. a. Minimal change disease: The findings are normal by light
microscopy (Jones Silver staining; original magnification, xX40).




Anddy3Has Me3aHrnanbHas
nponndepaums

4. a. Acute postinfectious glomerulonephritis. Note the numerous infiltrating neutrophils
and several closed capillary loops (H&E staining; original magnification, X40).




DoKanbHbIN FOMEPYNOCKIEPO3

8. ¢. Focal segmental glomerulosclerosis: Note collapse and scle-
rosis of some of the capillary loops in this glomerulus. Throughout
the biopsy specimen, less than 50% of glomeruli were involved
(Periodic acid-Schiff staining; original magnification, X40).




NHC: ncropusa 3aboneBaHus

icTopus
Nnn CnoHTaHHaa peMuccna U mnsnedyeHme

Nnn cMepTb BCneacTtBmne cencuca, TpoMb03a,
rMNoOTPoOMUN

CerogHs

CnoHTaHHasa pemucena ~ 5 %

CTeponavyBCTBUTENBHOCTb
HeyacTble / YacTble peunanBbl

CTeponape3ncTeHTHOCTb



NHC: ncropusa 3abonesaHns(2)

bonee 50% nauneHToB C MANMONATUYECKUM

HC n ocobeHHO co
CTepouaYyBCTBUTENbHLIMW BapuUaHTaMu

nmetot PELINANBDI

NHC = peunamsupytollee 3abonesaHue
ymucno peumameos ? OT 1 go 50



NHC: ocnoxxHeHus(1)

1. 'vnoBonemMus
60/1b B XXNBOTE, XOJ10/]JHblE€ KOHEYHOCTMH,
rMNoOTEH3MS, MEAJIEH. 3alOJIHEHNE Kanwu/ispa
2. [1lpepeHanbHasa OlNH
ONIUTYpPUS + MOBbILLIEH. CbIBOPOT. KPEATUHNH
3. bakTepuanbHble MHPeKUMN (Cencnuc, NEPUTOHUT)
Streptococcus pneumoniae

TpoM603
apTepuasibHbIN U BEHO3HbIN



NHC: ocnoxxHeHus(2)
5. OcTeoneHud
6. [laHKpeaTUT
/. 3a4epXXKa pocTa
8. TepMnHanbHasa XINH

9. PeumauB nocne noYyeyHou TpaHCr/IaHTaumm



HC & TPOMBO3

TpoM603 rnybokux BeH (MO3roBbIX, JIEFOYH., ...)

rMNOBOMIEMUS,
NOBbILL. BA3KOCTb, rMNepaMnuaemMms
TpoMboLnTO3

noyeyHast noTepss aHTUKOarynsaHToB (aHTUTPOMOUH)
cBepxnpoaykuus koarynsaHtos (dubpuHoreH, FVIII)

rnoyeyHas noTeps NIasMMHOreHa : CHUXeHue
pnbpnHONIN3a

Anypetukn ~ Ctepounabl



HC & BAKTEPUAJ1IbHBIE NHOEKLINA

- M10Xas TKaHeBas nepagys3us
- noyeyHble notepu IgG

- CHWXXeH MMMYHHbIM OTBET K Streptococci



VHC : NIEYEHME (1)

1. CnMnTOMaTn4eckoe
1.1. OrpaHu4yeHune conu
1.2. OrpaHunyeHue >XnaKocTu
1.3. anypetunkn (furosemide, spironolactone)
1.4. AnbbyMUH B/BEHHO
1.5. kanbuum (400 mqg) and vitamin D (800 U)
1.6. @aHTMONOTUKM
1.7. BakumHauuga npoTnB NHEBMOKOKKA
1.8. acnupuH / renapvH



MHC : IEYEHUE(2)

2. Cneunduyeckasa Tepanus
2.1. cTepouabl
(prednisone, prednisolone, deflazacort)
2.2. levamisole
(KoMbuHauusa ¢ prednisone)
2.3. ANKUNUP. areHTbl
(chlorambucil, cyclophosphamide)
2.4 ciclosporin A
mycophenolate mofetil (?)



MHC : IEYEHUE(3)

CORTICOSTEROIDS
CraHpapTHas Tepanus (1)

predniso(lo)ne 60 mg/m=2 B CyTKM,
maXx. 60 mg
B oanH (unun aBa) npuema
rnocne enpl
B Teu. 4-ex Heaesnb



MHC : IEYEHWE(4)

KopTukocTepounabl

POpaHLLy3CKMWN CTaHaapT Tepanun (2)

[locne pgoctmxeHnst pemmccum (3-6 wks)
prednisone 110 a/ibTEPHUD. AHSIM

60 mg/m2 - 8 Hepenb (max 60 mQg)

45 mg/m2 - 2 Hepenu

30 mg/m2 - 2 Hepenu

15 mg/m2 - 2 Hepenu

Cron




NEYEHUE (5)

KopTukocTepounabl

HeMeLKnn cTaHaapT Tepanuu

PREDNISONE
60 mg/m2 B cyTkM B 3 npuemMa Ha 6 Heaenb
(max 80 mqg)

40 mg/m2 no anbTepHUp. AHSM B 1 npmnem
Ha 6 Hepenb
(max 60 mg)



CTEPOWAbI MPU UHC Y OETEN

MeTa-aHanm3 paHAOMU3NPOB. KOHTPOUP.
nccneaoBaHum

(12 nccnen-Hum Brkntod. 868 children; Cochrane 6a3a
[OaHHbIX)

“UMeeTcs obpaTHas CBSA3b MeXay
NPOAO/HKUTENBHOCTbIO SIe4eHUs1 NPeAHN30HOM U
PUCKOM peuuansoB”

“[leTen ¢ nepsbiM 3nn3oaoM NHC cneagyeT neunTb
npeaHn30HOM Kak MMHUMYM 3 Mecsaua”

Archives Diseases Childhood 2000; 83:45



KINACCUOUKALNA ~ OTBET
HA CTEPOUADbI

1. Ctepoua-4yBCTBUTENLHOCTb:
rnosiHas pemuccus nocsie 4-6 Hegesnb
1.1. CTepona-3aBUCUMOCTb:

peunnuB, B TO BPEMA KaK roJiydaeT CTEPONLbI
N B TeHYeHne 2 HeAeslb rnocsie ux OTMEHbI

1.2. YacTble pelunamnBbi:
2 nim bosiee peunanBa B TedeHne 6 MecsiLeB
riocsie CtTepon/oB

2. Ctepona-pe3ncTteHTHOCTb (T MHULUKWanbHOE
OTCYTCTBUE OTBeTa")

R/ steroids B Te4. 4-6 Heaesb = HeT pemuccumn (?)




OTBET HA CTEPONADI

2. YCTOUYMBOCTb K CTEPOUAAM

nocne 6 Heaenb opanbHOW Tepanuu
npeaHn30/I0HOM UK nocne 4 Heaenb
npeaHuU3onoHa n 3 nynscos MP

2.1. = HET N3MEHEHUN B NPOTENHYPUMU
[NOJIHAA PESUCTEHTHOCTb K CTEPOUOAM
2.2. = CHmXeHune > 40 % npoTenHypum
YACTUYHAA PESUCTEHTHOCTb K CTEPOUJAM
(Masio nHopmaunmn B INTEPATYPE)



TEPATMNA PELMAVBA

R/ prednisone 60 mg/m2 B CyTKM
[10 OTpuLaTenbHOro Tecta Ha 6enok 1 Hefgento

R/ prednisone no 4yepeayrwmmMca AHAM
60 mg/m2 - 4 Hepenu
45 mg/m2 - 4 Hegenu
30 mg/m2- 4 Hepenwu
15 mg/m2 - 4 Hegenu
Cron



VHC : NEYEHME (6)

Yy creponasaBUCUMbIX NMaUMUEHTOB U HACTbIX peUnanBax

LEVAMISOLE (*)
2 — 2.5 mg/kg no anbTepHUp. AHAM

3 NPOCNEKTUBHbLIX, MYJIbTULUEHTPOBbIX
NCCNEQOBAHUSA MOKA3bIBAKOT NMPENMYLLECTBO

cxeMmbl [prednisone + levamisole]
Had OAHUM NpPeaHU30/IOHOM

(*) ANTIHELMINTHIC, IMMUNEMODULATOR, STEROID-SPARING



Levamisole

BpuTaHCcKoe MyNbTULIEHTP.
nccnefoBaHue:
61 pebeHok co

Ctepouna-3asucumbiMm MHC
(Lancet 1991, 337: 1555-1557)

Levamisole
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Time (days)
30 24 19 11 5 Placebo
31 27 23 21 16 16 Levamusole
No at risk
Percentage in remission by time to relapse in days for levamisole
and placebo groups.



VHC : NEYEHWE(7)

YACTbIE PELMAUBDI (1)

R/ prednisone 60 mg/m?2
10 YXOOA NPOTEUHYPUW 5 OHEW
R/ prednisone no anbTepHUp. AHAM
60 mg/m2 - 10 agHen 45 mg/m2 - 10 gHen
30 mg/m2 - 10 gHen 15 mg/m?2 - 10 gHen
R/ HU3Kasa no3a noaaep XaHus Ha 6 MecsuesB



NEYEHWE (8)

YACTbIE PELULMAUBDI (2)

2. ANKMnnpytowme areHThl:
chlorambucil 0.2 mg/kg B cyTku Ha 8-12 Hen
cyclophosphamide 2 mg/kg B cyTkn Ha 8 Hen

3. Deflazacort (Calcort®):
nydwe npeaHmsonoHa npn NHC y neten

MeHee BbIp. N0b. adpdeKkTbl (Bec Tena, KoCTHas
NJIOTHOCTD)



Deflazacort

dpaHuy3cKkoe nuccnea-e

40 peten

Co crepoupgzasuc. MIHC

Broyer et al. Pediatr Nephrol 1997
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Fig. 1. Actuarial remission curve for the two groups of patients, PDN,
Prednisone; DFZ, deflazacort




NEYEHWE (9)

[na YyacTbIX peunamBoB
CYCLOSPORIN A
150 mg/m2 B cyTKM B 2 npuema (*)

B KOMBUHALIUWN C NMPEAHN30HOM
1 mg/kg B CyTKM MO anbTEpPHUP. AHAM

* [1o3a A.6. aganTMpoBaHa K YPOBHIO B CbIBOPOTKE
100-150 ng/ml — cnepyet aaBaTb Kak MMHUMYM 3 MecsLua



MHC : NEYEHME(10)

YCTOMYNBOCTb K CTEpOMAaM
R/ chlorambucil, cyclophosphamide
(+- NnoKa3aHWsl, FOHA0TOKCUYHOCTb Y Masnib4ymKoB !)

R/ ciclosporin A [4-6 mg/kg B cyTku B 2 npuema]

B KOMBGMHAaLMKM C NpeaAHN30J/IOHOM B aJibTEPHMUP.
peXxxume

R/ nHrmburtopsi AlN®
enalapril 0.5 mg/kg

R/ @aHTaroHWUCTbl peLEenTopa K aHMMOTEH3VHY



MHC : NIEYEHME(11)

HYacTuyHasa ctepomaHan pe3nCTeHTHOCTDb

[Mocne 4-6 Hepenb “cTaHAapPTHOW” 103UPOBKU
NnpeaHn30/10Ha NpoTenHypusa cHmsmnnacb > 40 %

R/ chlorambucil 0.2 mg/kg B cyTKm
NPUBOAUT K NOSTHON PEMUCCUM
PELMANBbLI UCKTIIOUYUTENbHBbI !



MHC : JIEYEHUE(12)

[lcnxocouuasbHaa noaaepIXKa

HedpoTnkn AOMKHbI XXUTb HOPMANTbHOW XXU3HbIO,
HACKOJIbKO 3TO BO3MOXHO: CMOpPT, LWKOMAA U Ap.

Poantenn HeppoTUYECKMX AETEUN AOMKHbI
Nnosily4aTb BCIO HEOOXoAMMYIO MHPOPMALIUIO

MCUXOCOLINAbHYIO MOAAEPXKKY



MHC : MATO®W3MONOMMA(1)

HapyLwexHne nsbuparenbsHou
NPOHMLIAEMOCTM rNoMepynsapHoro 6apbepa
bapbep (netnsa kanunngpa) = 3 cnos
NoAOLMT,
[BM,
3SHAOTENUM

C OTpuLUaT. 3apsaoM, NOpaMn 1 LLENEBOU
nnadparmou



[JIOMEPYJIA

Nephrotic
Syndrome

glomerular
endothelia¥

F/ processes
y\ filtration
slits

foot process Q- 3
fusion HO




noaounT




MHC : MATO®W3MONOMMA(2)

HeCcKonbKO rmnoTes

AkTuBMpoBaH. CD4*T- xennepbl 2 TMNa (Th2
IMMAOLINTOB)

npoayumpyrowmnx umtokmusl (IL-4, IL-13) =

~ BHEe3arnHas rnorepst oTpuuaT. NEeKTPUYECKOro
3apsiaa rinomMepynspHoro 6apbepa

~ pe3Kas aerpagaums / paspylleHue
O[IHOr0 U3 COoCTaBNsAoWmMX nogoumTa (HedpuHa)



MHC : MPOIHO3(1)

OTBeTuBLUNU Ha cTepouabl UHC:

[nnTenbHbIM NPOrHO3 OYEHb XOPOLLNN...0becney-
csl:
He 6bIfI0 cepbe3HbIX OCNOXHEHUW, BEAYLLMX K
nocneacreBndam
(apTep. TboMb03, naHKpeaTnT, becriioane v ap.)
orpaHn4yeHHoe 4Yncsio peunanmBos

(YUNCII0 CHMXKAETCS C TEYEHNEM BPEMEHMU, Y B3POC/IbIX
2-5 % npoposmkaercs)

NEPCUCTUPYET YYBCTBUTEBHOCTb K CTEPOMAAM
HO uuMKIocnopvHoOBas TOKCUYHOCTb U
cyclosporine-3aBUCUMOCTb - CEpbe3HbIE NPObIEMbI



MHC : MPOIHO3(2)

YCTOMUYUBOCTDb K CTepovaaM
1/3 naumMeHToB BOMAET B MOMHYO PEMUCCUIO
1/3 NauMeHToB OCTAHETCH C NPOTENHYPUEN

1/3 nauneHToB, PE3NCTEHTHbIX KO BCEM
nekapcream, npuayT K XIMH ¢ TeHaeHumen K
peunamBy B NoOYe4YHOM TPaHCM/1aHTaTe

HO: 34€eCb BeAyLas posib NpUHaAIEXXUT
peHorpoTekTopam : MHrmbutops All®,
aHTaroHuctTbl AT peLernTopoB, CTaTUHbI,



MHC : MPOIHO3(3)

Pe3ncteHTHOCTbL K cTeponaam npu UHC:
1/3 TepmuHanbHasa XIMH
Puck peunamsa nocne TpaHcnnaHTauum 25%

(HO, KaK rnpaBusio, HE Y reHETUYECKMNX
¢dopm)

YacTnyHasa pe3ancTeHTHOCTb K cTeponiam
(/INYHBIV ONBbIT: 3aMeyaTe/ibHbIA POrHo3)



HEPELLUEHHbIE MPOBJIEMbI

1.Kakasa ToyHaa natopusuonorna NHC?

2.Ckonbko SRNS- nauneHTOB AEeUCTBUTENbHO
nMetoT reHetndeckne dpopmbl NHC u,

CneaoBaTesIbHO,HY>XAAITCSA TONbKO B
noaaep>XuBatoLLien Tepanum?

3.Cnenyet N1 B noaaep>XmMBatoLLyo Tepanuio
BKNtoYaTh MATID nnu peuentopa K AT
AHTUKOAryNgaHTbl, aHTUIMNUABI?

4.KakoBa onTuManbHasa Tepanmsa ang He-
reHeTuyeckoro SRNS?

[HeT MecTa chlorambucil/cyclophosphamide]
CsA (MMF?)+ steroids + MAIM® + CtaTtuHbl (?)






(AN QNCKYCCUN)

MecTto no4yeyHoun 6uoncum npn NHC

1. NepBbin ann3oa HC 6e3 reMaTypun n rmMnepTeH3nm -
HET NOKa3aHWWN: XAaTb OTBET Ha CTeponabl

2. MepBbint ann3oa HC ¢ rematypuen n/mnu runepTeH3nen

C HU3KMM KOMMAEMEHTOM W/MAN CUCTEMHbBIMU

I'IpOg(BEJ;ISEHVIFIMM — 6unoncusa: He nponyctute MGP, MPGN,
F

3. YacTto peumaunsupytowmm MHC HacToAaTENbHO HavyMHaTb
WUMMYHOCYNpEeccuto

COMHUTEJIbHbIE TMNMOKA3aHUA

4. YacTto peumanBmpyoWLMN N CTEPOUAPE3INCTEHTHbIN
naBatb CcA

buoncusa: AQOKYMEHTUPOBaTb TOKCUYHOCTb CsA



(ANS QNCKYCCUN)

JIMYHBIN ONbIT C YaCTUYHOU
CTEPONAPE3NCTEHTHOCTbBIO

[60 “cBexkmnx” HeppoTUKOB; 12 nosHbIX, 10 YacTN4HO
YCTOWNYMBbIX]

Bo3pacTt 2.0 ~13 net

Mon9 X, 1M

Prednisone nedenne 60 mg/m2 /cyT - 6 Heaenb
CHueHune nocrne 6 Hegenb 5.9g— 1.8 g B 24 vaca
R/ chlorambucil 0.2 mg/kg Ha 12 Heaenb

OT1BeT Ha chlorambucil 9/10 nonHas pemuccus
OTaaneHHbI peuuanB TOMbKO Y 1 naumeHTa



