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I'pynnsl 3a00/1eBaAaHM MOYEBOU
CUCTEMBI

NHpekuma moyesbiBoadwen cuctemol/nyten (MMBIT)
[ mnomepynonatuu
Tybynonatnu n paxmtonogobHble 3aboneBaHus

BpoXkgeHHblie NOPOKN pa3BUTUA NOYEK U
MOYEBbIBOAALLINX NYyTEWN

ObmMmeHHbIe HedbponaTum
DyHKUMOHamNbHbIE HAPYLLEHUSA
HacnenctBeHHble 3aboneBaHunsa



Oco0eHHoOCTH 3200/ 1€BaAHMIT
MOYE€BOH CHCTEMBI Y JIeTen

CTPYKTYpPHbIE aHOMAaNMM NOYEK N MOYEBLIBOASILLINX
nyTeu

MBI , ny3bIpHO-MO4YEeTOYHNKOBLIN pedontokc (IMMP)
N Mo4eBasi 0O0CTPyKUUA NOTEHLUMATIBHO MOTYT
NoBpeanTb pacTyLUne NOYKM

Hedpotuueckuim cuHgpom (HC) obbivHO
rOPMOHOYYBCTBUTESbHbLINM N PeaKo NPUBOAUT K
XpoHun4eckom donesHun rnodvek (XbIT)

XpoHun4yeckme 3aboneBaHns NoYeKk N NeKapcTBEHHbIE
cpeacTBa, NpMMeHsieMble Ans UX NeYeHnst MoryT
BNUATb Ha POCT U pa3BuTmne pebeHka



OCHOBHBIC CHHAPOMBI B IIATOJIOTMUA MO4Y€BOM
CHCTEMBbI Y JeTeH

MouyeBoil cuHIpOM

OcTpbIit HePPUTHIECKUN CUHIPOM
Hedporuueckuii cuaapom

M3011poBaHHBIA MOYEBOW CUHIPOM

CuHIpOM apTepualibHOM TUIIEPTEH3NUH
CunHpoM MHQEKITNU MOYEBBIBOISIICH CUCTEMBI
CUHIpPOMBI, CB3aHHBIE C HAPYIIEHUEM MUKIIAU
Cacut-cuH1poM (BpO>KI€HHBIC AHOMAJINH )
OOCTPYKTHUBHBIN CUHIPOM

TyOynsapHbIl CUHAPOM

CuUHAPOM ypOJIUTHA3a/TIOBBIIIEHHOTO OTJEICHUSI COJICH
[ eMOJIMTUKO-YPEMUYECKUN CUHAPOM

Pa3Hble HACIIeICTBEHHBIE CUHAPOMBI

Octpoe noppexaenue nouek (OITH, OIIIT)
XpoHuueckas 6one3ns nmodek (XITH, XIIb)



CeMHn0OTHKA 3200 1eBAHUM ITIOYECK

H3MeHeHns B aHAIn3ax MOYHA
BusyanbHble IBMEHEHUS MOYHU
bonesbie omyiieHus

Otexu

ApTepuanbHas TUIEPTEH3MS
PaccTpoiicTtBa MUKIIMHA
A1nunos, a3oTeMust
DIIEKTPOJUTHBIN AucOanaHc
Hapymenue 3penus

KocTHble nedopmaninu
Hapyuienue pa3Butus peOeHKa



boJsieBoM CHHIAPOM

bonu B nosscHU4YHOMU obnacTu
rnomepynoHedpuT, IgA HecbponaTtus, nMenoHedpuT, MOPOHedPO3, MoYekaMeHHaa 6oNesHb.

|_|pl/l NoYevyHoOW Konmke 60onu MHTEHCUBHbIE, CXBaTKOO6pa3HbIe, OOQHOCTOPOHHUE, Uppagnpyrowine B
non,pe6epbe, BHWM3 MO XO04y MOYETOYHNKA, B MOYEeNCNyCKaTeSIbHbIX KaHall.

CunbHble 60nu - Npu Tpomb0o3e NOYEYHbIX BEH, TPaBMax, anocteMaTo3HOM HedpuTe.
[Mpn HebponTo3e 6oNKn B XXMBOTE UM NOACHMYHOW 0BracTn AeTu CBA3bIBAKOT ¢ 6erom, Npbbkkamu,
TaHuamu.
bonu B XuBorte
Ny3bIPHO-MOYETOYHNKOBBLIN PeortoKC
'mopoHedpos
aHoManuun pasBuUTUSA NOYEK
onyxornb

Bonesoi abgoMuHanbHbIA CUHOPOM XapakTepeH AN pa3BMBatoLLErocs HedpoTUYECKOro
rMNOBONEMNYECKOIO LLIOKA, TPOMG03a NOYEYHbIX BEH.

Bonu BHM3Y XMBOTa B COMETAHUM C MMMNEPATUBHLIMM NO3bIBAMWN K MOYEUCMYCKAHMIO TUMUYHbI AN1S
yucTuTa.

—b0NE€3HEHHOCTb B HWXKHUX KOHEYHOCTAX
y oeten ¢ oocat-gnadbeTom, cuHgpomom e ToHu-[ebpe-PaHKoHu.



MouyeBoM CHHAPOM

YacTo M0:KeT ObITh €IMHCTBEHHbIM NPOSIBJIEHHEM 32001€BAHUSA T10YEK

N3meHeHne KoanyecTBa MOYHM. Hopma: Veyr= 600+(n-1)rme n - roapl; y HEAOHOMEHHBIX
HECKOJILKO OOJIBIITUI TNYPE3.

Onurypusi: CHI>XEeHHE CyTouHOro Auypesa Ha 1/3 - 1/4 unu menee 0,3 mu/kr/yac, < 1,0mi1/4 y nereit no
rofa. [lpu osuroypum >124 noka3ana rociMTaJau3amMus.

Ilosmypus — yBenuuenue Oosee, ueM B 2 paza uiu 6osee 1500 mi/M2. (BOIHBIN WM COJIEBOM AUYpE3).
Boanblii: CHUKEHHE OCMOJISIPHOCTH TJIa3Mbl KPOBH M3-32 NU30BITOYHOTO MOTPEOICHUS BOJIBI.
duznonoruyeckas: N30bITOUHBIN TTPUEM (IUYpPe3 COOTBETCTBYET KOJIMUECTBY MPUHSITON KUKOCTH);
MIATOJIOTUYECKAs:BCJICICTBUE HAPYIIEHUS OCMOPETYIUPYIONMIEeH PYHKIIUU MTOYEK:CTPYKTYPHbIE
W3MEHEHUS KaHAJIBIIEB U /UM UHTEPCTULIMS (TTOYeUHas HEIOCTaTOYHOCTh KaHAIBIIEBOTO THIIA —
[JIOMEPYJIO WM MUEIOHEPPUT, HHTEPCTUI] HEQPUT, IUCTUHO3, PAXUTOMOJ00HBIEC 3a00IEBaHMUS ).
OcMoTrYeckuii: n30bITOYHOE TTOCTYTUICHUE CoJiel (BBEIEHHEe MAaHHUTOJIA, YK30T€HHAs U DHIOTCHHAs
TUTIEPIIIMKEMUS,, CXOKIHUE OTEKOB , monnypudeckas ¢aza OITH u ap.). OcMionsipHOCTh MOYH
BBICOKAsI, MPUOJIMKAETCS K OCM IJIa3Mbl KPOBH.

CyTo4HbIi pUTM: 0OJIBIIIEE KOJI-BO BBIJICIACTCS THEM, C MTUKOM B 15-18 4, HauMeHblliee —HOYbIO, C 3
10 6 yacoB. JlHeBHOW/HOUHOMY 3:1. MI3MeHeHust — HUKTypusi (HapylieHrue padoThl MOYEK U MPU3HAK
pasBuBaroieiics XITH, MO npu cXoXKJIeHUN OTEKOB,0COOCHHO MTPU HEPPOTUUECKOM CUHIPOME, Ha (POHE
JICYEHUSI TOPMOHAMMU ).




MoueBoM CHHAPOM

[ToJutaknypHrsi —~4aCTOE MOYEUCTTYCKAHUE.
[Ipruunel: oxnaxaeuue, UMBII- nuctut, yperpur,
BYJIbBUT/0aJIaHOIIOCTUT., KPUCTALITYPHS

Hopwmsl y geteit ;10 6 mec 20-25 p/CyTKu;
6 mec- roa: 15-16 p/cyTku;
Il r—3r:10-12 p/cyTku;
3r—5m:7-9 p/cyTku;



MoueBou CHHAPOM
flpomeuHypus

Horepsr6enmra 6omee 200 ey, >1H00 v, 7 32—

3aBHUCUMOCTD OT YACIBbHOI'O BE€Ca MOYM: IIPHU BBICOKOM-BBIIIIEC
HOpMCZWlM@bl 3asucim om npwwemzemod mecm-cucmemawt!

IHoapocTku M B3pocJble: cienoBas nporennypus — 10 1,0 r/cyT, ymepeHHas — 10
0,2-2,5 r/cyt, MaccuBHas (HeppoTuueckas) oosee 2,5-3,0 r/cyT

JleTH TPYAHOTO0 ¥ MJIA/IIEr0 BO3PacTa:
Beicokast mpoTennypus - 6osee 1 r/m2 /cyT unu 6omaee 50 mr, ymepeHHas - Jio 1
r/M2/cytku Crnenoas nporeunypus — 0,2-0,5 r/cyT

Y peboenxa panneco eo3pacma 603M0)icHO pazeumue Heppomuuecko2o CUHOPOMaA
npu npomeunypuu 1 z/cym!



MoueBou CHHAPOM
[IlpomeuHypus

Houyeunasn:
K1yoouxoewvili mun (TJoMepyaoHepPHUT- MOBBIIICHHAS] TPOHUIIAEMOCTh KIIYOOUKOB 32
CUET MOPAKEHUS CTPYKTYP UX CTCHKH )

KAHAbYesoblli mun CHIDKEHUE peadCcopOILMu KaK MaJIbIX KOJIMYECTB OeIKa Mpu
HEKOTOPBIX TyOyJIONAaTHsX, TaK U MPOSBICHUE TYOYJIOMHTEPCTUIIUATIBHOTO
KOMITOHEHTA IIPU pa3InyHbIX 3a00JeBaHus: TsKeIbIe GOpMbI IIIoMepysioHedpuTa,
UHTEPCTUIIHATLHOM He(hpHUTE, HEKOTOPHIC BPOXKICHHBIC U HACJICICTBCHHBIC
HedponaTuu

BHenoueyHas : mpepeHalbHBIN - Yepe3 HEMOBPEKICHHBIE TOYKH MPOXOIAT OCJIKHU C
MaJIbIM BeCOM (Hp, UH(EKIIMOHHBIE TTPOIECCHI)

BHEIMOYEUYHBIN (JIOKHASI IPOTEUHYPHs) — Ha POHE TEMOJUHAMUYECKUX CIBUTOB,
CBsI3aHa C HAPYyIIEHUEM KPOBOTOKA B MMOYEYHBIX COCYJax M HapyIIEHHEM Ipoliecca
dbunprpanuu u peadbcopOuuu 6enka. OprocTaTuueckas IPOTEUHYPHUS — MOAPOCTKH,
netu ¢ Heponto3om (Ha PoHE U3MEHEHUST KPOBOTOKA B MOYKAX).

CesleKTHBHASl U HECEJIEKTUBHAA NMPOTEUHYPHUSA



MouyeBou CHHAPOM (IIPOIOJIKEHHUE)

['emarypus (MaKpo U — MUKPOTEMaTYPHSI )
Jlenkouurypus
bakrepuypus

MUKPOCKOITMYECKOE UCCIENOBAHUE OCAJIKA:

OpraHu4YeCcKas 4acTh (AIMUTEINM, SPUTPOLMUTHI, ICUKOLUTHI,
IUIMHAPBI) 1 HEOpraHUYeCcKasl 4acTh (COJIM- 3aBUCST
IPEUMYIIIECTBEHHO OT KOJUJIOWAHOIo cocTosHus, pH, B
MEHBIIIEH CT — OT UX KOJINYECTBA



KoJsim4ecTBO 3JIECMEHTOB MO4Y€BOI0 0CAAKA Y
30POBBIX JIeTen

Bpems Jlerikouut | dpurpoumt | Lnauua
MeTtoabl bl bl pbl
UCCJICIOBAHUSA
ITo Anauc- 3a 24 4gac Ho2wmma | o 1 mun 1o 20
KakoBckomy TBIC
[To Heunmopenko | B 1 ma moun | 1o 2 ThIC 1o 1 TeIC 50-250
ITo AMOypxe 3a 1 MuH J1o 2 ThIC 1o 750 J1lo 20
3a 1 yac J1o 120 teIC | JIo 45 TBIC | TBIC




OTHOCHUTEJIBLHAA IIVIOTHOCTD
MOYMH

HopmanbpHas INIOTHOCTh YTPEHHEH MOYHM PaBHA, UJIH BBIIIIE
1015 (metn pomkonpHOTO Bo3pacta) u 1018 (moapocTku n
B3POCIIBIC)

Kaxxnpie 3 1/ Oeika moBBIIIAIOT OTH IJIOTHOCTH MOYHU HA
0,001

[ToBpIIIAE€T OTH. IIJIOTHOCTH BBEJACHUE P/K BEIIICCTB

CHukaeT- TeMneparypa noMmenieHus Boiie 16 C (kaxapie
3 rpagyca Ha 0,001)



CuHapoMm aprepuaJbHOU
TMIIEPTEH3UU

[ IprnunHsI:
PeHomapeHXuMaTo3HbIE
PeHoBacKyJIsipHBIE

CMmeliaHHbIEe



XpoHuyeckasi 00/1e3Hb MOYEK -
omnpeae/IeHue

Pexomenaiimu NKF/KDOQD onpenenstoT xpoHudeckyto 0oi1e3Hb mouek (XbIT) kak
HaJINYME MMOBPEKICHUS TTOUYEK B TeUeHUe 3 MecsileB U 0oJ1ee, XapaKTePU3YIOLIETOCS
CTPYKTYPHBIMH WJIM (PYHKIIMOHAIBHBIMU HAPYIICHUSIMHU

€ WM 0e3 CHIKEHUS CKOPOCTH KiayOoukoBoi puasTpaimu (CKD).

IHpoaenenus (xomsa o6vl 1 npuznax)

BrisBienne ar00bIX KIIMHAYECKUX MAPKEPOB MOBPEKIACHUS MOYEK, IOATBEPKICHHBIX 32
nepuo 0oJblie, yem 3 mecsiia

BBISIBJICHHE HEOOPATUMBIX CTPYKTYPHBIX U3MEHECHHUH MPU BU3YAIU3UPYIOIINX METOAAX
MCCIICIOBAHUS IMOYEK U/UIIK TIPU OMOIICHH,

camkenne CK® menee 60 mn/mun/1,73 M2 B TeueHue 3 Mecs1eB U 0oJiee BHE
3aBUCUMOCTH OT HAJUYHUS APYTUX MPHU3HAKOB MOBPEKICHUS ITOYCK.



dopmyna LLBapua — oueHKa CKOpPOCTU KNyOO4YKOBOW
dounnsTpauum
(4epes pocT , COOTBETCTBEHHO, BO3pacCT pebeHkKa)

Pacuet CK® (MogndpuumnposaHHasa popmyna LLBapua):
CK® =
(OnuHa Tena, cM / KpeaTUHUH CbIBOPOTKN KPOBU, MKMonb/n) X K,

roe K — Bo3pacTHOM KOadhMUNEHT nepecyeTa:

0,33 - y HeJOHOLIEHHbIX HOBOPOXAEHHbIX B BO3pacTe 40 2X feT,
MarioBeCHbIX JeTen Ha NepBOM rogy XU3HWU;

0,45 — y OOHOLWEHHbIX HOBOPOXAEHHbIX B Bo3pacTe 0 1 roaa;
0,55 — y geten B Bo3pacte 2-13 nert, gesyLwku ot 14 goo 18 ner;
0,77 — oHowwmn ot 14 no 18 net

Onpenenenne, knaccudukaumsi AAHHOTO COCTOSIHUS MO CTaausiM y AeTen He
OTNNYaKTCS Y TAKOBbIX OT B3POCHIbIX.



Korma ucnoian3oBanue (popmMyJibl
IIIBapua HEKOPPEKTHO?

Jletn no 2 net?

Bripakxennbie ucromienue u oxxupenue (MMT<I15 >40
KI/M2)

YpoBeHb KPeATUHUHA 3ABUCUT OT MbIIIEYHOH MAaCChl, IO3TOMY Y 00JbHBIX C
ee BbIpakeHHbIM AeduunuToMm peajbHass CK® MoxeT 0Ka3aTbCsl HUXKE
pacuyeTHom!

Muoauctpopun

bepeMeHHOCTh

Bererapuanckas nuera

bricTpoe camxenue pynknuu nodek — OI'H, BIII'H, OIIII



Kaaccupukanuss XpoHHUYECKO 00/1€3HU MOYEK (B CONOCTABIEHHH €
npexneil) 1 TakTHKA JedeHusa. NKF-K/DOQI, 2002

Craagn | Cra-nus Onucanue CK® JencrBus
s XBII1, | XIIH (MJa/mMuH/
2002 1,73 »°
1 - IIpu3Haku HeponaTuu >=9( JAMarHoCTHKA M JIeYeHHe;1edeHne
(HopameHne MoYeK U /NI CONMYTCTBYIOILIIUX 3a60.11eBaHnﬁ;3aMezmeHne
MHMKPOAJIBOYMUHYPHS) NPorpeccupoBaHusi HeponaTum u
HopameHne IMOoY€EK C CEPACYHO-COCYIUCTHBIX 3a00J1eBaHMii
HOPMAJIbHOW WJIM NOBBILIEHHOM
CK®
2 1 IMpusnaku HedponaTum 60-89 OueHka nporpeccupoBaHus XbI1
(moJiu- (mopaxkeHue NMoYeK M /UM
ypHuueckasi) | MUKPOAJbOYMHUHYPHUA)
MopaxeHue noyek c
He3Ha4YUTesbHbIM
cHuxeHuem CK®P
3 2 YmepeHHoe cHuxeHue CK®P 30-59 BhisiBneHne n nevyeHne oCrnoXXHeHUmn
4 3 3HaunTenbHOEe CHUXEeHue 15-29 NoproroBKa K 3amMecTUTeNIbLHOU Tepanuun
CK®D Avnanusy Unu TpaHcnsiaHTaumum noYvku
5 4(tepmuna | TepmuHaIbHASI MOYEYHAS <15 3amecTuTenbHaa Tepanusa
JIbHas, HEAOCTATOYHOCTDb

oJIMrypuuec




Ctapgua 1 XBI1 — B nepcrnekTneBe BEPOATHO HACTyNreHne TepMnHarnbHoOm
cTaanmn XpoHn4deckon 6onesHn nodek (6ofbHON, BO3MOXHO, HE JOXUBET A0
aTON CTagmn)

TepMmuHanbHaga ctagmsa (KOMNeHcaTopHble BO3MOXXHOCTU MOYEK UCHepnaHhbl,
CK® <10-15 mn/muux1,73 m2.

CK® Huxe 20-25 — TepMUHanbHas ctagusa HaCTynuT, He3aBUCUMO OT
NnpU4YnHbI 3ab6oneBaHuns



OCHOBHBbIE IPUYHUHBI XPOHUYECKOM
00J1€3HHU IOYEK Y aeTei

[Mnogmucnnasus B coMeTaHum ¢ yponaTtuen, 6es3 yponatunm

[lepBUYHbIE N BTOPUYHLIE XPOHUYECKNE IMOMEPYITOHEPUTDI
(bokaribHO-CermMeHTapHbIN rMOMepPYNOCKNepo3, UMMYHOKOMIIEKCHbIE
HedopUThbI, JIoNyc-HepuT)

HacnenctBeHHble 1 BpOXAeHHbIE HedoponaTun (BPOXOEHHbIN
HedpOTUYECKNN CUHAOPOM, HE(PponaTumM B cocTaBe CUHOPOMOB,
cnHgpom AnbnopTa)

[ eMONNTUKO-ypeMUYECKUN CUHOPOM
[ToninkncTo3Hasa 6ose3Hb novek
HedpoHod T3 ®PaHkoHn LIncTnHo3
KopTukanbHbIM HEKPO3 (MepuHaTasribHbIN)

— —llanonarnyeckun MHTeEpCTULMarbHbI HePUT (B TOM YKUCIe
MeAVNKaMEHTO3HbIN)

Onyxonb Bunbmca
Pa3nnyHble HeHacneacTBeHHbIE 3aboneBaHnAa NoYek



Poccurickuu peructp 00abHbIX XbII
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AOAH OTA€ABHBIX TpuuuH passuTtua I XITH y 60ApHBIX,

BIICPDBbIC HAYABIIIHIX ACUCHIIC I"A

B/H — BposkaeHHBIe 1 HACAEACTBEHHbIE 3A00A€BAHHUA ITOYEK,
IIK — moamkucros, Xp. I'H — xporuueckuii raomepysoHedpHT,

AH — aAnaGerunueckuii He(ppockaepos,
IT'unmepr.HC — runnepreH3uBHEBIN He(PPOAHIHOCKAEPO3,
Cucr.3a60A. — cucTeMHBI€ 3a00AeBaAHUA



OCHOBHbI€ NPUYUHDbI PAa3BUTUA XPOHUYECKOUN OOre3Hn
no4yek B AETCKOM Bo3pacTte, AaHHble no CaHkT-lMeTepObypry
(J/Ivicosa E.B., Casenxosa H /1., 2016)

@ CAKUT-cuHOpom

O 'mnonnasua/gucnniasnsa nodek

O lNonuknucTo3 nodek, AP, ALl

O Pefkue HacneACTBEHHbIE CUHAPOMbI
B XpOHWMYECKME TOMEpPY NTIOHEDPUTL

@ PeHanbHble BacKy nTbl

B Hedpobnactoma
O Xp.Ty 6y nonHTepCc MUManbHbIA HepuT

malYC




OcHoBHble cuHapombl XIMH (M.C.ArHatoBa, lN.'pocmaH, 1986)

CuHapoMbI

Kannnueckue IPOABJICHUSA

CunapomMbl

['mnocrarypa, OTCyTCTBHAE WX HEAOPA3BUTUE BTOPUYHBIX

Hapynrenmst pocTa

ITOJIOBBIX IIPU3HAKOB, CHUKCHHC TTOKa3arcien pocTa U MacCChbl
TCJIa

A3oremus (ypemust)

AcCTeHUs, aHOPEKCHSI, ICUXOHEBPOJIOTUYECKHE PACCTPOICTRA,
raCTPO3HTEPOKOJIUT, IEPUKAPIAT

AHeMus

biieTHOCTB, BSIOCTH, C1a00CTh, AUCTPOPUUECKUE UBMEHEHUS B
OpraHax, aHEMUYECKUH LIIYM

BoaHO-3/1eKTPOJIMTHBIT
aucoaIanc

KnuHngeckne cuMOTOMBI B 3aBUCUMOCTH OT TMIICpKaJIIMCMHNU,
T'MIIOKAJIbIIUCMHUH, TUIIOHATPUCMUU, OTCUHBIN CUHAPOM

META00INYEeCKNH alnI03

TourHoTa, pBOTA, NPOSABICHUSA KOMIIEHCATOPHOU IEATENBHOCTH
OPTaHOB JbIXaHUs

HaJIbHasl THIIEPT

['onoBHAst 00JIB,TUTIEPTOHUYECKUE KPHU3bI,PETUHONATHUS

Octeonucrpodus

Bbosn B KOCTSAX, pEHTT€HOIOTUYECKU U MOP(POJIOTUYECKU
0OHapyKMBaeMbI€ U3MEHEHHUS KOCTEN

JABC-cunapom

['emopparndeckue mposBICHUS

NvmmyHonepuuuTHbIC
COCTOSIHM S

YacTeie OakTEpUaIbHBIE U BUPYCHBIE MH(PEKIINN, CENITUYECKUE
OCJIOKHEHUS, IPEAPACIIONIOAKEHHOCTh K OIYyXOJIEBBIM IPOLIEC.




AHEMUA N apTepuanbHas rmnepTeH3nst —
Hanbonee paHHUE NPU3HAKK

NporpeccupoBaHnUA XPOHNYECKON DONE3HM
noyek y oerteu



Kinanueckue npospicHusa Xbll

TepmuHanbHasa ctagusa (CKd<15-20)
[Monuypunsa cmeHdaeTcs onurypunen

BbipaxkeHbl nepudepundeckme otekun (BNNOTb A0 aHacapku), >KUAKOCTb B
NonocTy Nnepukapaa, nnesparnbHON NOMNOCTY

BblpaykeHbl HapyLLUEHUS BOAHO-3MEKTPONMMTHOrO oOMeHa
(runepkanuemus, runepdocdaremusi, rmnokanbLUneMmns)

KOC- agekoMneHcupoBaHHbIN MeTabonmieckumn auuaos

HepBHasa cuctema: HapyLleHne CO3HaHUA, CyOdOPOXHbIM CUHOPOM,
nonnHenponaTus

HapyweHnuna CCC: nepukapaunTt, mmokapauT, aputmun, Al, CH Bnnotb
00 pa3BUTUA OTeKa Nerkux

YKKT: ypemunyeckas ractponaTtums
PedpaktepHasa aHemusd
benkoBo-3HepreTnyeckas HegoCTaTtoO4HOCTb
MiImmyHonornyeckas apeakTMBHOCTb
Taxenaa ocreogucTpodusd



Ocob6ennoctu XBII B rpynHOM Bo3pacTe

BbipakeHbl MeTabonuyeckue HapyweHna (0bMeH B-B Y HOBOPOXOEHHbIX U
rPYOHbIX AeTen Bbilwe B 5 pa3s)

aHopeKkcus, pBoTa,
MeTabonnyeckun aumaos,

ObICTpoE pa3BUTME MNOYEYHOW OCTEOAUCTPOdMN
3aJepxKa pasBuUTUS

[Mpun Taxxenon crtenenn spoxageHHon XITH cumntombl yXke ecTb B NepBble
MeCSILbI XXN3HU N TpebyeTca MHTEHCUBHAA Tepanus

Ha 3-4 Hegene XXW3HW NoYkM NoCTENEHHO aganTUPYOTCA U KOHUKeTpaums
KpeaTuHuHa cHmkaeTcs Ao 90-270 mkmornb/n, 06bI4MHO pa3BMBaETCS NONUypuUst ¢
notepen conemn (KOHTPosib 3a GanaHCoOM XXUAOKOCTU U 3NEKTPONUTOB)



3amMecTUTEIHbHAA TEPaIUs

3amewienue ympauennoi QYRKyuii noueK CReyuaiu3uposanbimu
Memooamu 1e4eHus Ui mpaHcnianmayueil noOYKu

(anzn. Renal replacement therapy (RRT).

Jluaus - 3aMerieHre yTpaueHHOW QyHKIIMU TTOYEK IKCTPAKOPIOPATHbHBIMU
WJIA UHTPAKOPTOPATIbHBIMA CIICIIUAIIN3UPOBAHHBIMA METOAAMU JICUEHHS YEPE3
chopmMupoBaHHbIN TOCTYI . [IpoBOIUTCS B yCIOBHUSX CTauHOHa:Ea, JHEBHOTO

CTallMOHAapa, aMOyJaTOPHO B TOMAIIHUX ycinoBusax nauueHtaM XbII 5 cragnu
(xkom MKb N18.5 dialysi)

IKCTPAKOPNOPATBHBINA THAJIN3 - CICIIUAIIM3UPOBAHHBIN MMOJIYCEIICKTUBHBIN
MEMOpPaHHbBIA METO AMAIM3a ¢ UCIIOIb30BAHUEM aNIlapaToB «UCKYCCTBECHHAS
II0YKa», OCHOBAHHBIA HA IPUHIIUIIE TIEPEHOCA YEPES MOIYIIPOHULIAEMYO
MeMOpaHy, U3TOTOBJIEHHYIO U3 €CTECTBEHHBIX UJIM CUHTETHYECKUX
MaTepUaJioB, BOAbI U PACTBOPEHHBIX B HEW MOJIEKYJI 34 CUET IPAAUECHTA
KOHIICHTPALIMU U TPAAUECHTA JIABIICHUS

I'emocopOuus, reMopuabTpaLMsi, FEMOANAIN3

HEPECAJIKA ITOYKH



Kputepumu octpon no4e4HOU HeJOCTAaTOYHOCTH

Onurypus <1 mn/kr/v4 y mnageHues, < 0,5 Mmn/kr/d y geten ; NoBbilLEHNE YPOBHSA
KpeaTuHMHA Unm mo4veBuHbl Ha 50% BblLLie BO3pacTHOM HOPMbI

[NpuunHbl ocTporo noBpexaeHus noyek (OlNNH)

['mnoBonemus (auapesi, KPOBOTEUEHHUs, CEPAEYHAS] HENOCTATOYHOCTb,
IIpepenanbhbie CENTUYECKUH IOK, CTEHO3 ITOYEYHOW apTEePUH U JIp.)

Penanbhbie [ eMOTUTUKO-ypPEMUUEKUN CUHAPOM, MEAUKAMEHTBI, OTPABIICHUS,
rJIOMepya0HE(DPUT, UHTEPCTULIMAIBHBIN HEQPUT, OCTpasi AEKOMIICHCAIUS
XPOHUYECKOMN MMOYEYHOU HEIOCTATOYHOCTH

ITocTpenanbHbIE OOCTpyKIMsE MOYEBBIX MyTel (KJanaH 3aJHE ypeTphbl, IBYCTOPOHHSS
noueyHasi OOCTPYKIIHS, YPOJIUTHA3, BHYTPUOPIOLIHAS OMyX0JIb, CTYCTKH KPOBH)

1I0Ka3aHUs1 K SKCMPEeHHOMY ouasiu3y:

1) aHypusa > 1 cyTOK;

2) onurypwus, oCcrioXKHeHHas:

— -funepruapataumen ¢ OTEKOM Jierkoro n/vunum gbixatenbHOU HeJ4OCTaTOYHO
CTbIO, HEKOHTPONIMpyemMou apTepuanbHON rMNepTeH3neu,

- HapyLWeHUsAMM co CcTopoHbl LUIHC,

- cepaevyHoOM HeaOoCTaTOYHOCTbIO,

- runepkanuemuen > 7,5 mMmornb/n,

- AeKOMMeHCUpPOBaHHbLIM MeTabonuyeckum aunaosom (BE Hmxke 12
MMOnb/n)

- IPUPOCTOM KpeaTuHuHa > 120 mkmonb/cyT.




Craauu ocTPpOH MOYEHHOH
HEAO0CTATOYHOCTH

[lpegaHypuyekas onurypus

AHYypUS

BoccTtaHoBneHusa guypesa (nonmypusi)
BoccTtaHoBneHne yHKLUUN NoYekK



CmMmena a3 npu nmoyeyHom
HETO0CTATOYHOCTH

OcTtpas noyeynas HegocrarouHocts (OIII)- maccuBHOE
MOBPEXKJICHUE (PYHKIITMOHUPYIOINX HE(POHOB (JTHU)

CHuxeHue gnypesa- IOYKH PAOOTAIOT ¢ HANPSKEHUEM — BbizpopoBneHune
aHypws, azoTemus, -, MOJIUYPHsi, HU3KUH yleJbHbI BeC MO -
1K*, + Al (BoccTaHOBJIEHME TUYpe3a)
NMOYKMU PaboTaloT C HAaNPSAXXeHNeM — CHuXeHue anype3sa- ‘l ypemus
nonnypusi, HU3KMN yaesribHbIN BeC mmm)  aHypwms, asotemus, 1K*,
MOYU TA

XpoHnveckasi moyeynasi HexocrarouHoctb (XbII) — rubdens
(YHKIMOHUPYIOIIUX HEPPOHOB (MeCsIIbI, OOBIYHO TObI)



UHdeKkuna moyeBoasiLienn cUCTeMbl

[TpoaBnsaeTcs pocTtom bakTepuin B Ntobom n3 otaenos
MoO4YeBbIBOOALLUNX I'IyTeI7I C pa3BUTUEM BOCMAJIUTEIIbHOIO
npouecca

OunarHocTn4yeckue Kputepuum:

2100 Toic. KE 6akTtepuin B 1 Mn mouu (3Ha4dnumas bakrepuypums)
>25 Le B 1 MK M0o4M (MpU CNOHTAHHOM MOYeNCNyCKaHUN)



NMUIAEMHUOJI0OTUSA

YacTo cTpagatoT AeTy NepBoro roga XusHu

Y geten rpygHoro U paHHero Bo3pacTta
NpPOTEKAET KaK TshKkenaa dakrtepunanbHas
nHdpekuns (10-15% rocnutanunsnpyemoix
nmxopagawmx 60nbHbIX)

[1o 3-mecsa4YHOro Bo3pacTe 4alle bonewT
MaribdUKKU, NMOCre roga- 4eBOYKU



[Touyku B npouecc He BOBMeY€eHbl!

UHdekuna moyeBOon CUCTEMbI

OcnoxHeHHas HeocnoxHeHHas

NMuenoHedpur Uuctur

Ypetput



BapuaHTbl TeucHMS HH(PEKIUU
MOYEBOU CUCTEMBI

— BbakTepuarnbHoe (MHEKUNOHHO-BOCNANIUTENBLHOE)
nopaXkeHne nNo4YevyHom NapeHXmMbl U JTIOXaHKK
— BakTepmnanbHOe rnopaxeHue rnoyek
N NIOXaHKN B pesyrnbrarte ANMTenbHOW NepcucTeHUnm nHgekunm,
0b6bI4YHO pa3BuBatoLleecs Ha poHe aHoManun pa3sutns MBI n
npuBoasilee Kk dnbposy n gedopmauyum HJC
— pocCT baKkTepmnn B MOYEBOM Ny3bipe
— 3Ha4Ynmasi baktepuypusi n

nenkounTypums 6e3 KNMHUYECKNX NPOSBIEHNI (Yalle y IeBOYEK C
ONCAYHKLMEN MOYEBOIO NMy3blps N COUHKTEPA)

— baktepnemma Ha goHe MIMC (noykn — BxoaHble
BOpOTA)



Kiaaccudukanus:
HOBbIE €BPOIICUCKHE PEKOMEHIAINH

Knaccudukauma no ouary nHekumm
Linctut (HWXHMe moyeBble NyTn)
[TnenoHedpUT (BEPXHME MOYEBLIE NYTH)
Knaccudgumkauma no anusopam:
[lepBuYHasa nHdekums
Peunansupytowas nudpekumns (nepcuctmpyroLlast u noBTopHas)
Knaccudgukauma no cmmntomam
beccumntomMmHas baktepnypus
CumMmntomaTtmnyeckasd MHPEKUMA MOYEBBIBOOALLMX NYTEN
OcnoXHeHHasa MHGEKLUNA MOYEBLIBOAALLNX NYTEN



dtuosorudeckast crpykrypa UMII y neren

Buo % y amoynamopnwvix | % y cmayuonapuvix
MUKpOOp2arHU3IMa 001bHbIX 00/1bHBbIX
Escherichia Coli 89.2 52.7
Proteus 3.2 12.7
Klebsiella pneumoniae | 2.4 9.3
Enterococc 2.0 7.3
Enterobacter 0.8 4.0
aerogenes

Pseudomonas 0.4 6.0
aeruginos

Proteus kpome 0.4 3.3
P.mirabilis)

Serratia marcescens 0.0 3.3
Staphylococcus 1.6 0.7
epidermidi

Staphylococcus aureus | 0.0 0.7




CrieKTp MUKPOOPraHU3MOB IIPH OCTPOH U

peunauBupyromen UMC

bakrepuu IlepBbIil 31U30/1 Permaus UMC
Escherichia coli 80-85% 60-30%
Proteus mirabilis 1,1-5,3% 15%

Klebsiella pn. 1,3-4,1% 20%
Enterobacter 1,0-5.4% -

Enterococcus 1,0-3,2% -
Staphylococcus 3-7,3% -

HApyrue 2-6% 5%




OcCHOBHBIE 3THOJIOTHYECKUE (PAKTOPBI
XPOHUYECKOI0 NMueJoHepuTa y eTen

HapyLeHue :> OpraHu4eckoro : [Nopoku

yPOANHaAMUKN xapakrepa CTpukTypHbl

(OBCTPYKTUBHBIN

nnenoHedpuT)

:> PyHKUMOHANbHOro
xapakTepa — Pedniokchi

HenporeHHbIn
MO4YEBON
ny3blpb

[MpenmyLLecTBeHH :> ObMeHHbIe HedhponaTum (s

Poccun TepmuH- gucmeTtabonuyeckme

O NoBpexaeHne

cteHkn MBI :>

ﬁ”ﬁﬁfﬁéﬁ“bm NOC, caxapHbii Anabet

HedoponaTum)



«Cakut-cunapom» (anri.congenital anomalies
kidney and urinary tract)

Hanun4yme pa3HOOOpPa3HbLIX aHATOMUNYECKUX
aHOMarnum NoYeK u MoO4YeBOro TpakTa

TepMUH NOABUNCA CPaBHUTENbHO HEJABHO

OB6bI4YHO BLISIBMSIETCA HA paHHUX Cpokax bepeMeHHOCTH
Npu UCMOSIb30BaHUMN COHOorpadun n apyrmux
nccriegoBaHuUn

[Tpn poxaeHnn DONbLUIMHCTBO N3 AETEN HE UMEIOT
KITMHNYECKUX NPOSABNEHUN DONE3HN.



(I)opanOBaHne INIOPOKOB IMOYECK COOTBCTCTBCHHO 3M6pI/IOHaJII)HI>IM CrTaausamM

Heo CmpykmypHuuie hopmot Ilocneocmeusn ouceenesa
3-4 [Tponedpoc PenanbHasi areHe3usi ¢ OTCYTCTBHEM TOMOJIATEPATHHBIX TOJOBBIX
[Iponedporuyeckuit mpotok Me3zonedpoc Keje3 TOHaj, JIeTKUX, HaJAMOYEeYHUKOB OuiiarepanbHas
Me3zonedpornaeckuii (Boab()OB IPOTOK) areresus (cuaapom Potter)
5 3apoapIll MaTKU ¥ Havajao MeTanedpoca [Todeunast areHe3us, 3apOIbIII TOMOJIaTePATbHBIX MOJIOBBIX KEJe3,
JIETKUX, HAIMIOYEYHUKOB; PYIMMEHTAPHBIN MOYETOYHUK C
MOYEYHON areHe3ueu.
6 MouenosoBoi CUHyC YpopeKTanbHble IPOTOKH
8-9 SIBHBIE NTOXaHKU W 4aieukd. Hekoropble (GYHKIMOHUPYIOUIHE | DKTOMHUS MOYETOUHHKA
He(pOHBI 10 coOupaTenbHbiX TpyOok. DopmupoBaHue | Aarezus
MoueBOro my3bips. OTmeneHHe BBIXOAA MOYETOUHHMKAa M3 | Ypereporuene
Bonb(hoBa mpoToka. TpeyronpHas oOONAaCTh MOYEBOTO | YpeTpanbHbIH KiamnaH
my3plpsi U OTBEpPCTHE  MOYETOYHUKA; Oyropok; | MynbTHKHCTO3
dbopMupoBaHue Havyalla SSAKYISITOPHOTO MPOTOKA Jucnnazus
Pynumentapuas nouka Tun 111 kucto3Hoi 6one3nu Potter
10-11 dopMHpOBaHHe JIOXaHKH u qarieyexk. bonbuie | Ilopoku noxaHKu U yamieyek
dbyukuronupyroumx HedpoHoB. PocT u paszButue BeTBEil
npoTtoka. OTKpBITHE MOYETOUHHKA U TOsBICHHE (DeTaNbHOM
MOYH B MOYEBOM ITy3bIpe
14-15 Manple dYamieykd, TOYEYHBIE COCOYKH, TOYEYHBbIE JONbKH; | OTKIOHEHUS B YAIIEYHOIIOXAaHOYHBIX CHCTEMaxX Mo Gopme uiu
cobuparenbHas cucreMa. HedpoHnsl qocturator nepudepun. koinuecTBy. Tum I kucro3Hoit Ooneznu Potter
dopMupoBaHHue apKaj
20-22 YeTkoe pazrpaHuYE€HHE MO3TOBOIO U KOPKOBOIO BEIIECTBA [loyeunas gucmulasus € HOPMAJIBHOM NEIbBUOKATIUKYISIPHOU
cuctemMoil. JIeTCKMH U B3pOCIBIA THIIBI TMOJUKUCTO3HOU
Oone3Hn
32-36 [Ipexpamenue o6pazoBanus HehpoHOB. [loTHOE KOTMYECTBO MenynisipHasi KuCTo3Hasi 00JIe3Hb

HeppoHOB (1 MiTH /mouka)




Cacut-cunapom,

OCJIOKHUBIIHUMACHA XPOHUYECKOH 00JI€3HBI0 MOYEK
(CI16, JIvicosa E.B., Casenxosa H.J[., 2016)

O yaBoeHWe NoYKku

@ /Ipyrue

O MeraumcTuc,MeraypeTep

O nHTpaBe3uKynsipHas
06CTPYKLMS

B [1MP, pedniokc-
HepponaTua

O mapoHedppos




11y3bIPHO-MOYETOYHUKOBBINA PePIIOKC

[aTonornyeckoe cocTosAHMe, XapakTepuayloleecs obpaTHbIM
MOCTYNMNEHNEM MO4YM U3 MOYEBOTO Ny3bIps B BbllLenexaliue
oTAerbl MOYEBOW CUCTEMBbI

[TprYnHBI NY3bIPHO-MOYETOYHNKOBOIO pedontokca — Aucnnasus
ypeTepoBe3nKkarnbHOro cermeHTa(oCHOBHas ), HeaopasBUTHE
HEpPBHO-MbILLEYHOrO annapara un aNacTUYeCcKoro Kapkaca CTEHKU
MOYETOYHMKA, HapyLLEHNEe B3aUMOOENCTBUA MeXOY
nepucTansTUKOM MOYETOYHMKA N COKPaLLLEHNAMN MOYEBOIO

Ny 3bIps

Pedntiokc-HecdpponaTtmna — obpasoBaHme pokarnbHOro
Hedopocknepo3a Ha PpoHe peTporpagHoOro Toka Mo4vn 13
fI0OXaHKN B cobupaTenbHyro CUCTeMy rnoyvek (nmenotadynapHbIn
TOK) - npu pecpnrokce IV un V cr.



I11y3bIPHO-MOYETOYHUKOBBIA
pedaroKc: 00cIe10BaHMe

[lnarHocTuka

MunKUMOHHaa uncToyperteporpadpums

[Tlpamas n Henpsamas pagmonsoTonHas
Lumcrorpadous

MuKUMOHHAA ypocoHorpagous



OBYyCTOPOHHUN

Ny3bIPHO-MOYETOYHUKOBbIU pedniokc
ObpamHabilt 3abpoc MOYU 8 MOYEMOYHUK, JTOXaHKY U YalwleyKy,
yMepeHHasi Ouriamauyusi MOYemoYHUKa U JloxaHKU




OOmMeHHbIe HeponaTHH

ObmeHHas HedoponaTus coctaBnsieT oT 27% 0o 64% B cTpykType 3aboneBaeMocTu
MOYEBbIOENNTENTBHON CUCTEMBI Y OETEN.

MNepBu4HLIE - H TBEHH BIIEHHbI MEHHbIe H naTuu (NepBuYHas
rMnepoKkcannypus, KCaHTUHYPUS, LMCTUHYPUS, HedbponaTUYeCckUin LUCTUHOS);

[lamozeHe3 nepeu4yHoU aurepoKcarniypuu: Kpucmaribkl oKcarnama KanbUyusi omkradbiearomcsi
8 MPOKCUMasIbHbIX U38UMbIX KaHallbuyax He(hpoOHO8 U UHMepcmuyuu rnovyek, 4mo
corposoxxdaemcs 0eaeHepauuel arnumerusi KaHanbues, ymorsruweHuUemM UHMUMbI MOYeYHbIX
apmepuor u cyxxeHuem ux ripoceema. [unepokcanypusi cesidaHa ¢ omcymcmeuem
gepmeHmMo8 obMeHa 2/1UuoKCcuU1080U KUCMomael, 4acmo HacriedcmeeHHo20 (00 70%).

BTopuyHble HedponaTtum (oKcankanbuueBasi KpUCcTannypusi, ypatHasa HepponaTus,
ocdatypus, HepponaTm Npu HapyLIEHNM ObMeHa BUTAMUHOB, Ha (hOHE NEKTPOSIUTHBIX
HapyLeHuin, Ha oHe 3abonesanun-I 1, H.

[lamoeeHe3 emopuyHOU OKcar-Kabuuesou aurnepaocariypuu ces3aH ¢ eurnepabcopbuuel

wasenesou kucriomsi 8 XKK'T, ompasrnieHuem amurieHanukonem, oeguyumom sumamuHos B1 ,

B6, sensrowumucsi Koghakmopamu ghepMeHmos, ocyuiecmernsanowux memabonuam

aliuokcusnama. B pesyribmame 803HUKarom decmpyKmueHble rpouecchl 8 KaHalsbuyax HegpoHa,

rnospexxdeHue membpaH 8ririoms 00 MOSIHO20 UX pa3pyweHuUs, TUMg.2ucmuoy. UHUIbmpayus
T 8 UHmepcmuyuu roYyex.

[MoBpexaeHne NHTepCTULMaribHOW TKaHW MOYeEK Npu KpucTanaypum co3gaeT yeroBua ans
pa3BnTUA nuenoHedgpura.

[Mpn nporpeccupoBaHnn 3aboneBaHnsi OTMEYAlTCH ABMEHUS CKiepo3a, BOBIeYeHne rnomepyin,
YTO BedeT K nporpeccuposaHuto XbI.



Kiananvyeckue cumnromsl UMBII y neren

Deopunvruan unexuus
MOUeBoll cucmembol

Agpeopunvran ungexkyun mouesou cucmemol

Nudexuns BepXHUX MH}peKrst HUKHUX MOUYEBBIX MyTEH AcuMnTomaTuyecKas
oraenoB OMC OakTepuypus
Huenoneppum Hucmum, ypempum

NuaTokCcukamusa + NHaTOKCHKALINA — bakrepuypus +

JIuxopangxka> 38°
BripakeHnblil 0051€BOM

Cy0debpuiibHas TemMIeparypa
YMepeHHbIl 001€BOM CUHIPOM

(B IMarHOCTUYECKOM TUTPE
B JIBYX I1OCJIEIOBATEIbHBIX

CUHJpOM: Ooiu B s)kuBoTe | Jn3ypus podax MOUM)
U MOSICHUYHOM 00J1acTH COD< 10 mM/u Jlelikonutypus -
CO2>20 mm/u CPb< 20 mr/n
CPB>10mr/n JlerikouuTypus

LUTYpUsd bakrepuypus
bakrepuypus

Tepanus

AHTHUOMOTHUK YpocenTtuk He neuurs




Bo3pacTHbIe 0CO00€HHOCTH
KIMHUYECKON KAPTUHBI MHeJIOHe(ppuTAa

IIpn3Haku IleTH mepBOTO rofja XH3HH IleTH cTapmiero Bo3pacra
CoueTaHue CMMIITOMOB
JlebioT IIpeobnaganmue CHMITOMOB
obuienHQeKIMOHHOro Xapakrepa,
zaboneBanus o61enH}eKIMOHHOro XapakTepa
6071eBOro M AM3YpPUYECKOTO CUMHIPOMOB
CHMNITOMBI p " 3aBUCAT OT XapaKTepa TeueHus,
; BolpakeHbl BIUIOTH /10 HEIPOTOKCMKO3a 3
MHTOKCHKAI[MN BO3pacTa, Ha/IMums1 0OCTPYKIIMK
MenuHreaibHble
Bo3MoXHBI Kpaiine pefko
3HAKM
DebpunbHas, pexe cyddebpunbhag, DebpunbHas, pexe cydodebpunbuas,
JInxopajika BO3MOXKHBI OeClIpMYMHHBIE 10/beMbl yacTo OecnpuyYMHHbBIE ObEMBbI
TeMIlepaTyphl TeMIepaTyphl
Cpbirnpanue, peora | YacTble cppirMBaHus, BO3MOXHA pBoTa | PBOTa 1py BRIpayKeHHOI WHTOKCHKALIMK
bonu B XxuBore,
MOSICHUYHOIA SKBHUBa/eHT 60/ — 6eCroKoiCTBO [IpucyTCTBYIOT
obnactu
Hapymenue YuanieHHOe WK pejiKoe, BIVIOTH /10 Hejlep>xaHue Mouy, pefikoe Min
MOYeUCITYCKaHU OCTPOIt 3a/]epXKKH1 MOYM yyaleHHoe, 6eabonesnenHoe
KuieuHsli
Hepenko, yauie B ie0iote 3aboneBanns Pejiko
CUHJIPOM
[enaTonmeHanbHbIIN
Y 1/3 nereit Peniko

CHHIPOM




Tsxeaaa UMC

Hersxxeaaas UMC

JIuxopaaka >39°

YnopHasi psora
BoipaxenHas neruaparanus
Hu3kasa komnaaenmuocmo
MJaaaeHubl 10 3-ero Mecsina

JInxopaaka <39°

CoxpaHeHa BO3MOKHOCTb IIpUeMa
KMJIKOCTH BHYTPb

Buvicokaa komnnaenmnocma




Iloxazanug Kk rocnuTaAJIN3AIUA

NMoka3aHusA K rocnutanusaumm B cneumanm3npoBaHHbIN CTalMOHAp AeTeu C
uHdekumen moueBbiBogsawmx nyten (1b, A)

1. [leTn paHHero Bo3pacTta (MeHee 2-X ner).

2. Hannyne cumnToMoB MHTOKCUKaLMn (pBoTal)

3. OTcyTCTBME BO3MOXHOCTM OCYLLIECTBUTL OparibHYy0 perngparaumio npyu Hannymm
Npu3HaKkoB 06e3BOXKMBAHUA.

4. bakTepunemma u cencuc.

5. Peunamsupytouwee tedeHne VMBI anga ncknioyeHns ee BTOPUYHOIO xapakrepa u
noabopa agekBaTHOro NPOTUBOPELMONBHOIO NEYEHUS.

OnntenbHoOCTb NpebbiBaHus B cTaunoHape npu MMBI1 coctasngaet 10-14 gHen. Mpu
OTCYTCTBUM JaHHbIX NOKa3aHMN OKa3aHne MeaULMHCKON NOMOLLM OEeTSAM C
NHEKUNEN MOYEBLIBOASALLNX NYTEN MOXET OCYLLECTBNATLCA B YCITOBUSAX
ambynaTopHOro 3BeHa Unu crneunanmuanpoBaHHOro AHEBHOMO CTaunoHapa.

Q®edeparibHble KruHuU4Yeckue pekomeHoauuu 2015



OnddepeHumanbHOoANarHocTU4YeCKue Npu3HaKku
nuenoHedppuTta n UHPEKUNU HUKHUX MOYEBbIX

nyTeu

Kiimanyeckune cMMIITOMBI

BbICOKAsl TeMIleparypa

TeMIIePaTypa OTCYyTCTBYET HJIH
cyodeOpubHas

001 B MOSICHUIIE UJIH B JKUBOTE

NOJUIAKUYPHUS, AU3YPUSL, CTPAHTYPHS

CHUMIITOMbI HHTOKCUKAIIMH
BbIPa’KeHBbI

CUMIITOMbI HHTOKCUKAIIUU HE
BbIPA’KEeHbI

JlabopaTropHbIe CHMIITOMBI

CO2 >20 mm/u

CO2 <20 MM/u

CPB 1nojgoxurTeJIbHbIN

CPb orpunareabHbIit




Oo0cinenoBanue npu MHQPEKIUH MOYEBbIBOAAIMX Iy TEH

KnuHu4yeckui aHanms moum, aHanmM3 Mo4yeBOro ocazka, bakrepuypus,
noceB Mo4u

~ ol ~

nosbiWweHne ypoBHs C-peakTtnBHoro 6enka (60 mr/n), npuokanbUnMTOHNHA (2
Hr/MJ1)- BbICOKasi BEPOSATHOCTb HakTepmnanbHON MHAEKLNN MOYEBbLIBOAALLMX
nyTen

YnsTpasByKoBOe uccrieqoBaHue

Bcem getam Bo Bpems U Nocrie nepsoro annsoaa MHgekuum
MoyYeBbIBOAALWMX NnyTen (Poccusi); BOSMOXHO paHHEe uccnenoBaHue OeTSM C
debpunnbHON NUXopaakon N ypocerncucom Ans BbiABNEHUS OCNOXHEHHOM
nHdekumn (EBponenckme pekomeHgaumnm)

Co4eTaHune nHGEeKLUMM MOYEBBIBOAALLMX NMyTen ¢ 6onbio U/nnm rematypmen
MukunoHHasa uncrorpadpus

Ny3blIPHO-MOYETOYHUKOBLIN PEJONIOKC N OnpeaeneHne ero CTernexu,
Nnooo3peHne Ha ypeTtepolerne, AUBepTUKY, KnanaH 3agHeun ypeTpbl.

Bcem getam oo 2 net nocne dpebpunbHoro anmsona MHEKLNK

m— MOYEBLIBOAALLMX NYTEN MPU HANNYNUM NATONOIMYECKNX N3MEHEHNN Ha Y3

(B CcTagum pemmuccun)
[deTtam ¢ peungmBmnpyoLLMM TeYEeHNEM UHPEKLMN MOYEBLIBOLALLNX NMYTEN
HedpocumHTurpacpusn

CTaTtndyeckasi- 4ng BbISIBIEHNA 04aroB Hepockneposa, npu pedritokc-
HedponaTuu,

ANHaMn4ecKan- aJjia BbliABJIEHNA NY3bIPHO-MOYETOYHUKOBOIO pecbmokca



AJITOPUTM OLCHKHU U JICYCHUA NPU NepBOM (PedPUILHOM IMU301¢ MOYECBOH
uHpexuuu (EBponenckue peKoMeH/auu)

. Y3 sepxXHMX W HUKHKX MOYSBBIX NYTEH ]

! ’ v

, lNopozpexne Ha [TIMP PaciiMpanme Bapy HMx
Ll Lol Lap e /WK NHenoHedpuT MOYEBLIX MyTEl
Mank4mxu OcnomuenHan MMM/
CTapuue Mﬂ?;f,ﬂ LK'::"’ TIATENBHbIA MOHUTODHHT,
12 mecaues A NEYEHME AHTHOWOTHKAMM BHYTPHBEHHO
I
v ooy " !
Buayanuaauma WckmouuTe
noone peuuanes pednwokc (LIS XOPOWEA peaKLMA Orgmﬁ:e
N HHGEKLAH [IMCA) pE
y Vo ’ }
NlansHedwes
[laTh, npHy4eHHble obcnenoBaHKe dyHKLMM Yyecms noTpebHoCT
K TOPLLKY: HCKITHOYHTL BEPXHWX MOYEBBIX NyTEH B OTBEOEHHM MO4H
IMCDYHKLMI0 MOYSBOMD (CKauMpoBaHue novek/ (HanpuMep, YpecKomHan
My36IPA M KMLEYHMKS MPT). Mowmoumts NMP HedpocToMKa /CTeHT)

(uncTorpadus)



[ IlpuHIIMIIBI TEpaAIIA

PaunoHanbHas aHTUbaKkTepmanbHasa Tepanus

[TlpoBOAUTL aHTUDOaKTEPMAnbHYIO Tepanuio nNpu nobown
cumntomatunyeckon MIMC

He HaunHaTtb rnevyeHne o 3a6opa daHalJrin3a Mo4u Aan4d
6aKTepI/IOJ'IOI'I/ILIeCKOFO NnccriegoBaHuUsA

KoppekLus Tepannmn ¢ y4eTOM YyBCTBUTEMNBHOCTU
MUKpPOOpraHmama K aHTMbmnoTunkam

Tepanua onpegensietca BapuaHtom MMC

Ctumynsauma naccaxa mouu (gocratoyHoe BBeaeHUe
XUOKOCTH)

JINleyeHune 3aTONOrM4YEeCKM 3HaYMMbIX 3aboneBaHun —
KOHCepBaTUBHOE U XUpypruyeckoe



PesucteHTHOCTbL E.coli (%) K nepopasibHbiM AMI:
utoru uccaengosanusa APMAA 2000
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Stratchounski L., Shevelev A., Korovina N., Edelstein I., Kozlova L., Zorkin S., Katosova L., Papajan A., Marusina N., Vjalkova A., Agapova E.
Resistance of E.coli isolated from children with community-acquired urinary tract infections (CAUTISs) in Russia: Results of multicenter study
«ARMID». In: 42nd Interscience Conference on Antimicrobial Agents and Chemotherapy; 2002 Sep 27-30, San Diego, CA, USA. P.253.
Abstract: G-14609.



IIpenaparbl BbI0OpA 114 JIEUEHUSI OCTPOIO
HUCTUTA Y JeTel U B3POCJIbIX

IIpennaparbl BbI0Opa 11
nerem

IIpenaparsl BbI0OpA 114
B3POCJIbIX

AMOKCUIJLJIMH/KJIABYJIaHAT
IlepopanbHbie Hedaaocno-
puHbI II-1I1 noxoeHus
Ko-Tpumoxca3zosn
HaaunaukcoBasi KHCJI0TA
Hutpodypanroun
DochoMUIIMHA TPOMETAMOJI

AMOKCHIIMJIJIAH/
KJIABYJIAHAT

DochoMUIIMHA TPOMETAMOJI
Hopdaokcanuun
Ko-Tpumoxca3zos




AHTHOAKTEpHAJIbHBIC NIPENapaThbl, IPUMEHECHUE KOTOPbIX NP
HHGpEeKIMAX MOYEBBIBOASIIMX MIyTell HEPANMOHAJIBHO (C.B.fkoBaes,

2002)

AMHI/IHI/IJIJII/IH, AMOKCHIIMJIJIMH, AaMIITHOKC

Bbicokuil ypoBeHb YCTOMYMBOCTH
yponaroreHHbix mramMmmon E.coli

Hedanocnopunnl I nokosnenus — uedas3oiiu,
nedanekcul, ueppagud

Cia0asi akKTUBHOCTH IIPOTHUB
rpamMoTpPUIIATEIbHBIX 0AKTEePpHH; BHICOKAS

PEe3MCTEHTHOCTD
E.coli
HuTtpoxcoaun HenoxaszanHas kiMHUYecKkas 3P(PeKTUBHOCTD;
BbICOKHI1 YPOBEHb PE3UCTEHTHOCTH BO30yIuTEIeH
XaopaM¢peHnKoJI Bbicokasi TOKCMYHOCTH

Cyabdanuiamuabl, KO-TPUMOKCA30J1

Poct pe3ucrentHocTH E.coli; TokCMYHOCTD

AMMHOITTHKO3U/AbI

I[OHyCTI/IMO HaA3HAYCHUEC TOJIBKO B CTAllHOHAPE
IIPA 1roClINTAJbHBIX I/IH(l)eKI.lI/IﬂX




Tepanusa nHpeKIMN MOYECBLIBOASAIINX MyTEH
(eBponeiicKMe peKOMEHIAIUH)

Ueganocnopursl napesmepansHo

rpynna 3a (Hanp., uehOTAKCHMKH) 100-200 mr/kr -6r B/e g 1- 3 sREneHuA
rpynna 3b (Hanp., uedrazugum) 100-150 mr/xkr I-61 B/e & 2-73 pRegenua
LiedTpHakcoH 75 Mifkr B/e & 1 sefeHme
Ueghanocnopuxsl nepopansHo
rpynna 3 (Hanp., uedbyTex) 9 mr/Kr 04r BHyTpb 8 1-2 npeMa
rpynna 3 (Hanp., uedukcum) 8- 12 mrfxr 04r Buytpo e 1-2 npuema
rpynna 2 (Hanp., uednofoKcMMa NOKCETHA) 8- 10 mr/fkr 04r BHyTpe B 2 npHema
rpynna 2 (Hanp., uedypoKkcuMa aKceTun) 20-30 mr/xr 05-10r BHyTpe B 3 npuema
rpynna 1 (Hanp., uedaknop) 50- 100 mr/xr 1,5-40r BuyTpb 8 2-3 npuema
TpHMETONPHM WK 5-6 Mifkr 520 mr BHyTpe 8 2 npuema
TpumeTtonpuM /cynbdameTokcazon 5-6 MI/Kr (Mo TPUMETONPHMY ) BHyTpe 8 1 npuema
AMOKCHLMANMH/KNABYNAHOBAR KHONOTA (MaPEKTEPANLHO) 60-100 mr/xr 36-6,6T B/e B 3 sBRnEHMA
BHyTpb B 3 npHema
AMOKCHLIMNNHH/KNIBYNIHOBAA KMTIOTA (NEpopantHo) 45 Mr/Kr (nons aMOKCHLL); max.: 1500 w 375 mr BHyTpb B 3 npHema

500 Mr knae. Kuc./neHs

B/e 8 3-4 peofeuua

Iunepaumnnm- 300 mr/kr 8 geub
ToGpaMuLmH™ 5 MI/Kr -5 mrfkr max.:04r B/e B 1 BRRORHME
[eHTaMHLMH ™ 5 Mr/xr -5 mrfer, max.:04r B/e B 1 eRRgHME

" AMNMUMANFH M 3M0ECHLMANHH HE NOOXO0AT LR BECHSTHON TEpanHM.

A HETODMHT NTEEN3nNIT3.




AHTUMUKpPOOHaa Tepanusa UMBII,
npuHaTasa B Poccuu

ﬁa{;yunﬂaﬂ:awu;m T3 (no 353 ohk‘czﬂﬂuuy) TP 5 B e
LledmKCuM 8 Mrfkr/oT BHyTpb 1- 7 paza B f2Hb
Lledwypokcum akcetmn’® 50-75 mi/ki/oyr BuyTpe 2 paia B feHb
LledTbyTeH 9 Mi/Kr/oyT BuyTpe 1 pa3 B peus
Ko-TpuMokcazon™ (no W;&gg:g?&; ony) BHyTpb /-4 paza B feHs
OypaIuauH’ -5 Mrfer/oyr BHYTDL 3-4 paza B [8Hb
Es;;ﬁ#ﬂg;%mma 90 mr/fkr/oT 5 pasae eHb
LledTpHakcoH 50-80 mr/kr/oyT 1 pa3 e feHs
LledoTaKcum 150 mr/kr/oyr 4 paza e geub
Lledazonmy™ 50 mr/r/oyT | 3 pa3a B fieHb




Bp100p aHTHOMOTHKA M CIOCO0 €ro BBeAeHUs B
3aBHCUMOCTH OT BO3PACTa PEOCHKA M TAXKECTH

32000CRAHUSA

Cnoco0 BBeaeHus

Per os

IlapeHTepajabHO

Hersikes10e TeUeHHE
BBICOKAS

Tsxe10e TeUeHHUE
JIuxopaaka> 390C

lern
0 3-10 MecHlla JKU3HHU

KOMILIAEHTHOCTh Hu3kasi KOMILIAeHTHOCTD

3anmuieHHbIe Hedgamocnopunst IHI—IV Hedgaaocnopunst IHI—IV
AMUHONCHUNWIJIMHbI | IOKOJCHUSI AMUHOIVIMKO3HUAbI | TOKOJICHUS
Hedanocnopunsn 111 MOKOJICHUS AMHUHOITIMKO3UAbI
MOKOJICHU S Kapo6anunembl Kap6anunembl

AMHHOIITHKO3U/IBI




CraproBasi aHTHOAKTEpHUAJIbHAS
Tepanusa UMC

MuenoHedpur

ga3sa «3almLleHHbIe»
ebipaxeHHou NeHUUMNIIUHbI (AMOKCUKNaB)
akmueHocmu Li®P 2 nokoneHusn (3nHaued,
(Tskenasa u MaHAon)

cpeaHetspkenas popma) LI® 3 nokoneHus (cynpakc,

KrnadgopaH, PopTyMm, pouedonH,
MaKCUMnMm)

Al (reHTaMuUMH,

[TapeHTepanbHOEe BBeAEHME
a/6 npenaparos (B/B, B/M)

Bo3aMoXHa «CTyneH4yaTas» HETPOMWLIVIH)
cxema



CraproBasi aHTHOAKTEpHUAJIbHAS
Tepanusa UMC

MuenoHedpur
daza cmuxaHusi «3almnLleHHbIe»
NeHUUUNIIUHbI (ayrMEHTUH,
(Tsokenas u amokcuknas, dnemoknas
cpefHeTaKenaa popma) ContoTab)
LiP 2 nokoneHus (LeKrop,
[TpenmyLiecTBEHHO 3MHHAaT)
nepoparsibHbIN NYyTb LlP 3 nokoneHusa (cynpakc,
BBEEHUS LilefleKC)

HuTtpodypaHbl (dyparmH)
TpuumeTonpum



[ IpuHnurel Tepanuu UMC

YPOCGHCMCZ rocnutanmsauyus, 3abop KpoBu U MOYM OSIS
BakTeEpPUOSIOrM4ecKoro nccrnegoBaHust, a/b nevyenme
KOMOWHMPOBAHHOE:

3aLlULL. NEHNLNIIVH + aMUHOIMMKO3na,
uedoanocnopuH lll nokonernusa + ammHornmMkosnag
OcTpbIn NUenoHePUT: yunTbiBaTb BO3PaCT, aHaMHES,

CTerneHb MHTOKCMKaUMKN, OOCTYNHOCTb a/0, Kypc a/Tepanmmn — He
meHee 10 gHen (BO3MOXHO B/B BBeaeHne nepsbie 48 Y)

LIUCTUT — kypc a/6 Tepanuu 5-7 aHen, nepoparnbHbli Mprem



Ipoao0/IKUTEIBHOCTh AHTHOAKTEPHUAJTBHOIO JIeYeHUS
OCTPOro nmuejioHepura y aerem

KoxpaHOBCKUI cuctemaTunyeckum oo63op, 2007

Llenb: onpeaennTb NPeMMyLLECTBA U HEQOCTATKU
pas3/INYHbIX aHTUGAKTEPUASIbHbIX PEXVUMOB

B 0630p BK/1lOUEHbI 23 paH4OMN3NPOBaHHbIX
KOHTpPOIpyeMbIX nccnegosaHus (3295 neten)

BHyTpb - B/B
10-14 gnei B/B 3-4 gHa + BHYTpb 7-10 gHen 7-14 nHeit

BbiBoA: HeT ctatucTtnyeckn fOCTOBEPHbIX pasnMinm B NoKasaTenax
3adpPeKTUBHOCTU NpU pasnunyHbIX NyTsax eBeaeHua AMII

Hodson E., Willis N., Craig J. Antibiotics for acute pyelonephritis in children. Cochrane Database Syst Rev. 2007; (4): CD003772



AHTHOAKTEpHAJbHAS Tepanus NPY MHPEKIUUA MOYEeBbIBOASIINX
MyTeu y JeTel MepBbIX 2 JeT KU3HU

NepopanbHOe BBegeHue

AuTHOaKTepHaNbHbII Ipenapar CyTouyHas jo3a B

AMOKCHIIVIINH 40 mr/kr/cyT (B 3 npuema)
AMOKCHLIM/UINH/K/IaBy/laHaT 40 Mr/Kr/cyT 110 aMOKCMLIM/IINHY (B 2-3 nipueMa)
CynbhaHUTaMUIbL:

6-12 mr/kr TpumeTonpuma, 30-60 mr/kr cynbdameTokcasona

TPUMeTOINPUM/CY/IbdaMeTOKCa30/1
P P Yy B CYTKH (B 2 mpuema)

(meTsim cTapiie 1 Mecsiiia XXU3HM)

[edpukcum 8 Mr/kr/cyT (B 1-2 npuema)
Iledanexcuu 50-100 mr/kr/cyT (B 4 mpuema)
NapeHTepanbHoe
AHTHOMOTHK CyTouyHas fo3a
IledTpuakcon 75 mr/kr/cyT (KpaTHOCTb BBefleHUsl — KaXK/ible 24 4)
[ledorakcum 75-150 Mr/Kr/cyT (KpaTHOCTb — KaXKJiple 6 4)
Lledrasnaum 50-150 Mr/kr/cyT (KpaTHOCTb — KaXK/ible 6 4)
[ledasonnu 50 Mr/Kr/cyT (KpaTHOCTb — KaXkfible 8 4)
lenTamMuiue* 5,5 Mr/Kr/cyT (KpaTHOCTB — KaXK/iple 8 4)
Tobpamuiiuu 5 Mr/Kr/cyT (KpaTHOCTb — KaXkjible 8 u)
AMOKCUIIM/ITUH 50-100 mr/kr/cyT (KpaTHOCTB — KaXK/ible 8 4)
AMOKCHUIIM/I/IMH/KIaBy/TaHAT 30 Mr/Kr/cyT (KpaTHOCTD — KaXK/ible 12 )

* lenTaMuIyH AB/IS€TCA HEPPO- ¥ OTOTOKCMYHBIM AaHTMOMOTHKOM, IPUMEHSeTCS ¢ 60/bIII0I OCTOPOXKHOCTBIO
10/] KOHTPOJIEM YPOBHS KpeaTHHMHA ChIBOPOTKY KPOBY Y JIeTell, He MMEIOIMX HapyIIeHNI MOYeUHbIX (PyHKIMIL.



JIucnancepHoe HaoaroaeHue 3a gerbmu ¢ UMII

KOHTpOJ'Ib 3a aHalindamMmm MO4YUn exemecA4HO

DyHKUMOHaNbHLIE NPOObLI NPpU NnenoHedpuTe exerogHo (KpeaTnHUH KPoBMU,
npoba 3MMHULKOrO)

[ToceB Mo4M - Mo nokasaHusm (npu Le-ypun, nuxopanke y pebeHka,
nepeHecwero IMBI1). Y neten nepBoro roga »Xn3HM pekoMeHOyeTCs
nccnenoBaHme KyrnbeTypbl €XXeMeCSYHO

N3amepeHne ALl perynapHo
[Mpu NMP - yuctorpadma n HeppocumMHTUrpadms:
1 pa3 B 1-2 roga

CaHaums o4yaroB MHdEKLMM, NPodunakTMka 3anopos, KOPPEKLMS
ancbakTepmosa KULLEYHUKA, PerynspHoe OrnopoXXHEHME MOYEBOro My3blps



IpopuaakTuka

NpodmnakTuka (nepBnyHasn)

PerynsipHoe onopoXHeHne MO4eBOro nNy3bipa U KULWEYHNKA
[locTaTo4yHoe noTpebneHne XNaKocTu

[MrneHa Hapy>XHbIX NOMOBbIX OPraHoB

NMokasaHusa K npoBegeHno NpodunnakTnyecKoro rie4yeHus
(2a, B):

HarnmMyue ny3blpHO-MOYETOYHUKOBOIO pedontokca 2-5 CT,;
peunansbl MHPekumnn MBIT;

TsXKenble aHoManun passutua MBI oo xupyprudeckom
KOPppEeKLUMH.

OnntenbHOCTb NPpOodUIakTUKn n3bmnpaetcsa nHamMeuayanbHo,
OObIYHO HE MeHee 6 MecsALEB.



CoBpemenHas kiaaccupukanusa riaomepyaonaruii mo MKb-10
(amanTUpPOBAHHBIN BAPUAHT)

FmomepynspHble 6one3nun (ona onpegeneHms Ne1-7 HeobxoaumMo Mopdonornyeckoe
noaTeepXaeHne gaHHbIMKY BMONCUK 1 ayToncum)

1.0CTPbIt HEPPUTUYECKMIA CUHOPOM (BKIHOYEH OCTPbIM rMoMepynoHedpuT)
2.6bICTpONpOrpeccnpyoWLnm HepUTUYECKUN CUHAPOM
3.peunanBupyrowas n yctondmeasa rematypus
4 . XpOHNYECKNIA HEPPUTNYECKUIA CUHAPOM (BKINHOYEH XPOHUYECKUIN MOMEPYTOHEQPUT),
5. HedppoTtunyecknn cMHOpoOMm (B T.4. BKITHOYEHO: BPOXAEHHbIN HEPPOTUHECKNUN CUHOPOM,
nunongHbIn Heppo3s)

6. Hebputmyecknn cMHOAPOM HEYyTOYHEHHBIN (BKIOYEH rroMepyrioHedpuT)
7. \sonnpoBaHHasa NpoTEUHYPUS C YTOYHEHHBIM MOPEONOrMYECKUM NopaxXxeHnem

FmomepynspHble nopaxeHUA nNpu 6onesHaAX:
-NpY UHAPEKLMOHHBIX 1 NapasnTapHbIX
-nNpuv HOBOOBPa3oBaHUAX
- Npw 3aboneBaHnsIX KPOBU N UMMYHHbIX HapyLLUEHUSX
- Npu caxapHom gunabete
- NP CUCTEMHbIX 3ab0neBaHNsAX COEANHUTENBHON TKaHN- Npu Apyrnx 60Ne3HAX SHOOKPUHHOM
CUCTEMbI, PaCcCTPONCTBAX MUTAHNA N HapyLleHnsX obMeHa BeLecTB

HacnepctBeHHble 6-HM (CMAnNbNopTa U Ap.) - B COOTBETCTYHOLWUX pyOpuKax no segyliemy
CUHApPOMY



XPOHHYECKHE ITIOMEPYJI0IATHH

HenMmMmyHHbIE rimomMepynonaTtmm
(HeBocnanuteneHble) - HCMW, ©CI'C,
MeMOpaHo3Hasa HedpponaTus

MIMMmyHOBOCRHanuTenbHble



Mopdosornyeckas Kjiaaccupukamusa rijioMepyaonaTuu

- HePPOTUYECKUIN CUHOPOM C MUHUMASTBHBIMU N3MEHEHUAM
- MeEMBPAHO3HLIN FITOMepPYNoHedpUT

- MeMbpaHonponudepaTnBHLIN (Me3aHrMoKannNUNIAPHbIN)
rmomepyrnoHegput

- Me3aHrmonponudepaTUBHLIA roMepyrnoHedppuT
- dooKasibHCErMeHTapHbIN rMOMepPYNOCKIIepO3
- mbponnacTnyeckmin rnomepyrnoHedppuT

- BbICTPONPOrpeccMpyoWmMn (AKCTpakannUINsapHbIW, «C NONYNYHUSMNY )
rmomepyrnoHegput

dokarnbHbIM — NaT N3MeHeHus 3aTtparmeatoT meHee 50% kny6o4koB, onddyaHbin — 6onee 50%
Kny6bo4KkoB

Kny60o4KoBbIN CKNepo3-yBennideHne MesaHrmanbHOro MaTpmukca=me3aHrmanbHbIi CKNepos, TK
HeT BOSIOKHMUCTOro KonnareHa.KnyboykoBbln gnbpo3s- obpasoBaHme BPIOKHUCTOrO
KonnareHa , rn odp. B Me3aHrnyme. lNponndepaunsi- MECTHOE yBEMNUYEHME YMCTa KITETOK
Me3aHrnarnbeHbIX, SHOOTENMAarbHbIX, ANUTeNuanbHbIX (MOAOUUTOB UNU NapueTasbHbIX
anuTenuanbHbIX KNeTok)



CemMuoTHKA ITIOMEPYJIONIATHH Y eTEH

M3meHeHUs1 B aHanmn3ax Mo4vn (NpoTenHypus,
remaTtypus, UUNuHApYpust, N3o-rmnep-runocTeHypus)

BuayanbHble UI3MEHEHUA MOYHK
CHmXeHne n yBenmdeHue anypesa
OTekun

HukTypua

ApTepunanbHasa runepTeHsnd
ALnao3s, asotTeMus
ANeKTponUTHbIN AancbanaHc

— HapyLueHue 3peHuns

KocTHble gedopmaumu
HapylieHue pa3Butus pebeHka



OnddepeHunanbHbIU AMAarHo3 Mexay
He(ppUTUYECKUM U HeppPOTUYECKUM CUHAPOMaMU

Hedputnueckumn HedpoTtnyecknm cuHgpom
lNposiBneHus CUHOpPOM
Havano OcTpoe Yawe nocteneHHoe
OTekn HebonbLwue; nnoTHble, BbipaxeHHble, BAMOTb 40
Yyalle BEKU, rofieHu aHacapku, NOfOCTHbIX
[MnepTeH3ns XapakTtepHa Het
[MpoTenHypus o 3 mr/n/cyt 3HaunTenbHasa ( ot 2,5-3,0 r/c

oo 20r/c n bonee)

YpoBeHb anbbymnHa B
KPOBMU

Hopma nnu ymepeHHoe
CHMXeHne

3Ha4YnTEeNnbHO CHMWXEeH MeHee 25
-30 r/n

[Mnepnunnoemusd MoxxeT ObITb XapakTepHa
( xonectepuH obwwun > 6,5 mMmonb/n;
Tpurnmuepuabl > 2 MMONb/n)
[emaTypus Makpo nnm Mmkpo Mwukpo

TUNUYHbIE OCIOXHEHUS

JKnamncus, cepaedHas
HEOOCTATO4YHOCTb, OCTpPasd
novyeyHas
HEOOCTATO4YHOCTb

[maponepukapa, rmapoTopakc,
nero4yHasi amoéonusi, TP omMb03bI
BEH 1 apTepuin, ocTpas
noye4yHass HeJOCTATOYHOCTb




[laToreHe3 HedhpUuTU4YECKOro U HedppPOTUYECKOro CUHAPOMOB

Hedputnyecknn HedpoTtnyecknm cuHgpom
CUHAPOM
[IpyrunHb BocnanurenbHbie BocnanurenbHbIE WITN
BO3HMKHOBCHUS ITPOLIECCHI HEBOCITAIIMTEIBHBIE MMPOIECCHI
Oco0eHHOCTh [Ipeumy1ieCTBEHHOE OTnoXEHNE UMMYHHBIX
MATOXUMHUYECKUX OTJIO)KEHUE UMMYHHBIX KOMJIEKCOB CYORIUTEINATBHO
IIPOLIECCOB KOMILJIEKCOB (Ipu BOCHAIUTEIBHBIX
CyO3HI0TENNAIBHO IJIOMEPYIONaTHsIX ),
CTPYKTYPHBIE N3MEHECHHUS,
MIPUBOJAIINE K YBEIIMUCHUIO
op JJis Oejika Ha 0a3aIbHOMI
MeMOpane (mpu
HEBOCITAITUTEIIbHBIX
IJIOMEPYJIOMATUSX )
[Ipu4nHBI OTEKOB [ToBbiICHHAs ['unonporennemus

TUAPOPUIBHOCTh TKAHEH

(KJTaccuyeckas ruioTesa),
pETEHLMS HATPHsI
(aIpTepHATHUBHAS THUIIOTE3A)




Hedputnyeckun
CUHOPOM

CobcTBEHHOE HabnogeHne



HedpoTnueckun
CUHOPOM

CobcTBEHHOE HabnoaeHue



NJAMHAWHCCRUC HTPONBJICHNA IIPH Pasablx (POPMax
XPOHUYECKUX ITIOMEPYJIonaTuu (Yacrora
CHMH/IPOMOB)

Nephrotic
syndrome,%

HeeocnanumerneHbie Heghpornamuu:

Minimal change glomerulopathy

Membranous glomerulopathy

Focal segmental glomerulosclerosis
BocnanumerneHble Heghponamuu:
Mesangioproliferative glomerulopathy
Membranoproliferative clomerulonephritis
Proliferative glomerulonephritis nephritic syndrome
Acute diffuse proliferative glomerulonephritis
Ciescentic glomerulonephitis

Nephritic
syndrome,%



IToka3zaHus K OMONCUU NMOYEK NPU IVIOMEPYJI0NATHAX

HedpoTtnyeckmun cnHgpom

[opmoHopesucTeHTHbIn HC, HC Ha
nepBOM rogy *u3Hu, BTopmnyHbin HC

OcTpbI HePUTNYECKNU
CUHOPOM

[MporpeccupoBaHune Yyepes 6-8 Hegernb OT
MaHudecTaumnm

BbicTponporpeccnpyrowmin
rmomepyrnoHedput
(OCTpbIN HEPUTNYECKNIA

CUH [alatal VA

Bo Bcex cny4dasx

JIVITl IHVUIVII

CuctemHble 3aboneBaHuns
(Backynutbl, CKB)

YTo4YHeHne anarHosa, oueHkKa rnporHosa B
OTHOLUEHUN (PYHKLMKN NOYeK

[emaTypud

[Mogo3peHne Ha HacneacTBEHHbIE HePUTHI,
couveTaHue ¢ npoTenHypuen 6onee 1 r/c

[MpoTennypus

MepcucTeHUus, CHMKEHNE OYHKLIMU MOYEK,
NoOo03pEeHNe Ha CUCTEMHYIO U CEMENHYI0 NaTonoruo

XBIT

YTo4YHeHMe nporHosa

Ofr1rl

OnuroaHypua bonee 2 Hegenb




OcrTpbii HeppuTHYeCKUA cuHAPOM (OcTpbIi
IVIOMepPYJOHEePPUT ¢ OCTPOHEPPUTHUYECCKHUM CHHIPOMOM )

dTnuonorus

UHdeKUuNOHHLIe dbaKTopbl:

¢ MUKPOBHbIE MHA)EKUUN (CTPENTOKOKKOBAs, CTapuUOKOKKoBada ,TybepKyriesHas,
ManspurHas, cupunutndeckas n 1.4.)

¢ BMpYChbl ( KOpWU, BETPAHOW OCMbl, 3NMAEMMUYECKOro NnapoTuTa, renatuta B, genbra,
SHTEPOBUPYCHI, LMTOMEranoBupycsl 'epnec-smpychbi 1 T.4.)

HenHdeKUunoHHbIe
anneprmn4yeckue n TOKCM4Yeckne Bo3aemncTBuA
4 aHTUreHHble BO3OENCTBUA CbiIBOPOTKOW
¢ MPUBUBKU
- ——$ llEKapCTBa, HApPKOTUYECKME CpeacTBa
¢ XMMNYECKNE BELLECTBA - 9KONOrMyeckne 3arpasHuTenm

¢ MexaHun4eckue (TpaBma)
n cousnyeckue Bo3nencTBusl (H-p, YpeamMepHasi HCONAUUS, NnepeoxnaxgeHme v ap.)



IlaTorenes

Y peten — 95% ocTpbix rmomepynoHedpnTOB NPOTEKAET C
obpasoBaHMEM MMMYHHbIX KOMMNJIEKCOB, 5%- O0ebloT ayTOMMYHHOIo
npouecca

CyLLEeCTBYIOT TPU OCHOBHbIX MexaHnama obpasoBaHUs Takux
OTIIOXKEHWUM:;

1) UMPKYNMpPYIOLLIME ayTOaHTUTENA CBA3bIBAKOTCS C aHTUIreHaMu,
npeacTaBnalLWMMM cobon HopManbHbIe KOMMOHEHTbI KyboukKa,

2)UMpKyNupyroLme aHTUreHbl ocaxkaaroTcs B Knybouke, rae ¢ HUMu
CBSA3bIBAOTCS LMPKyNupytowme aHtutena (MectHoe obpasoBaHue
MMMYHHbIX KOMMMEKCOB);

3) UMpKynMpyoLme MMMYHHbIE KOMIMMEKChI Oca)aatTcs B Knybouke.

MprunHoi 06pasoBaHNA HEPPUTOTEHHbLIX ayTOaHTUTEN HEPEeOKO
CTaHOBMUTCH aHTUreH, NonaaaroLLni B OpraHmMam npu MHAEKUMN Unm
OPYTUM MyTEM.



MexaHun3m onurypum npu rnomepyrnoHedgpure:

YMeHbLUEeHNe Maccbl PYHKLUMOHUPYOLWNX HEPPOHOB,
BHYTPUCOCYANCTbIE TPOMDHbI,
OTEYHOCTb COCYAUCTOro 3HOOTENUA U NOAOLMTOB,

BblpaXxeHHaqa nponudgepauna sHOoTeENnS U
Me3aHrMyma npoBOAUT K CHUXKEHUO punbTpaunm U B
dyHKUMOoHMpPYoWnX knybdoukax. Crnegcrene —
rMnepBosieMud, rmnepanbgoCTePOHN3M, YMEHbLLEHNE
HaTpunypun. MNosblleHe obpaTHOM AUCTaNbHON
peabcobunu Boabl (aHTUONYpPES).



U3MeHeHUS COCTOSHUS CBEPTHIBAKOIIEH CUCTEMbI
KPOBH IIPH OCTPOM He(PPUTHYECKOM CHHIpPOMeE

akTUBaLMs TPOMOOLINTOB, BblaerneHne TpoMobokcaHa, KOToPbI
noBbILLAEeT arperauuio TPOMOOLUTOB.

BbicBODOOXOEHME TKAHEBOIO hakTOpa CBEPThIBAHUS,
akTnsusauuns dpakropa Yll, 12 paktopa, 4To cnocobcTByeT
OTNOXeHno pubpurHa.

Pe3ynsratom siBNSeTCs rmnepkoarynsaums, MUKPOTpPoMOo3bl
, YTO NPUBOANT K MUKPOHEKPO3aM.

QHOoTennn He obecnednBaeT ayKkoarynsLuMOHHY (yHKUMIO,
ero NoBepxHOCTb NpuobpeTaeT npokoarynsaumoHHble CBOMCTBA
N nogaep>XnBaeT NpoLecc nokanbHOW akTMBaumm
CBEPTLIBAOLWEN CUCTEMbI KPOBU C BHYTPUCOCYAUCTOMN
Koarynsauueu

TpebyeTca mnccnegoBaHue remocTtasa ((pUbpMHOreH), B CBA3N
C pas3BuBaKOLLENCS rMnepKoarynsaumen.



ApTepuajibHasi THNIEPTEH3HUSA
IPH OCTPOM He(PPUTHYECKOM CHHAPOME

[Mpn HeppuTUYECKOM cMHOPOME CyDOaHaOoTENManbHbIE UMMYHHbIE KOMIMITEKCbI
BbI3bIBAOT OCTPY BOCMNANMUTENbHYIO peakumo. ATo 00yCnoBreHO TEM, YTO OTCloaa
"KOMMOHEHTHLI KOMMITEMEHTa 1 OpyrMe MeguaTtopbl BOCNalieHNdA TTerko MPOHUKAIT B
KpOBOTOK, NPUBIieKkast NenkoumTbl U TPOMOOLIUTHI.

-3alepXKa HaTpuda n BoAdbl C yBEJINMEHNEM obbema L|,|/|p|<yn|/|py+0|.|.|,e|7| KpoBWu,
cepaeyHoro Bbl6p008 N HaKorJieHna Hatpumd B COCyONCTOU CTEHKE C €€ OTEKOM

- MOBbILLEHNE YYBCTBUTENBHOCTN COCYANCTON CTEHKM K NPECCOPHbIM areHTam, YTo
CO30aeT OCHOBY AN yBeNMYeHus obLuero nepngpepmnyeckoro CocyancToro
COMpPOTUBIEHUS

- dKTUBaLU A NpecCopHbIX CNCTEM OpraHn3Ma — peHunH- aHIMMOTEH3MHOBOW CUCTEMBI U
TEeCHO CBA3aHHOU C HEN alibeCTepOHOBOW, Ba30NnpeccnHa, CUCTeMbIl KaTexoriaMmHOB

- HEJOCTAaTO4YHOCTb MNMOYeYHbIX AenpecCoOpHbIX CUCTEM — NpocTarinaHamnHoB, KWUHNHOB.

Al" NpMBOANT K CHMXKEHUIO KPOBOCHABXEHMIO NMOYEK U Pa3BUTUIO ULLEMUMN;

CUCTEMHasa apTepuarbHas rmnepTeH3nd Bbl3blBaeT HapyLLeHne BHYTPUNOYEYHON
reMogMHaMUKN — BHYTPUKITYDOUKOBYIO TMNEPTOHUIO U runepdunsTpaunto. NoyvedHbin
— KPoBOTOK 1 CK® cHmxatoTca n3-3a o6CTpyKUnmM Knybo4YKoBbIX Kanunmnsipos
nenkoumTamum n nponMdepupyroLLMMmn Kretkamm Knybouka, 3Tu HapyLLIEHUS
yCcyryonarTcs n3-3a crnasma apTepuorst U CoKpalleHNs Me3aHrmanbHbIX KIETOK.



Tutp ACJIO yBennyeH
OTeKU

rMNepToHuUs
MaKporemaTypusi

sHuedanonaTtmsa

KnuHuyeckaa kapmHa OINMH

0 20

40 60

yacTtoma, %

80

100




OcCTpblll TOCTPENTOKOKKOBBIA HEPPUTHUUECKUU
CUHAPOM: KJIMHHUYECKAs KapTHUHA

TunnyHasi KIMHAYECKAA KAPTHHA 0e3 NPU3HAKOB IPYrUX CHCTEMHBIX 3200/1eBAHNH
I[MpeamecTByomas CTpeNTOKOKKOBas HHPpeKI U :
OOHapyXeHHe CTPENTOKOKKA B Ma3Kax M3 3€Ba WM C KOXKHU
[ToBbimenue tutpa ACJIO (MO HOpMaATIBHBIM TIPU CTPEOTOACPMHUSIX )
XapakTepHble M3MEHEHHSI CUCTEMbI KOMILJIEMEHTA:
Cuamxenue ypoBHs C3 B ocTpyto dazy
Hopmanbnslii ypoBens C4
Hopmanuzanus ypoBHst C3 uepes 6-8 Heneb
HauaJjio Bb1310poBiaeHus yepe3 1 Hemento
Boccranosnenue nuypesa
Hopmanuzanus ypousa AJ]
HaunHaeT cHMXaTbCsl ypOBEHb KPEaTHHUHA
HopmaJsinzanus MO4eBOIo 0CaaKa:
Pa3penienne makporemarypuu B TeUCHUE 2-3 HEJl
Pa3zpenienve nporenHypun B T€U€HUE 3-6 MeC
Pazpenienne MUKpPOCKOIIMYECKOW reMaTypuu B TeueHue 1 romaa



OcCl10)XKHEeHU A

AHypl/IFl, cepaevyHad HeaJoCTaTO4YHOCTb, 3KITaMIriCU4.

[TposaBneHns 3kIamncumn: rosioBHasi 6osb ¢ pe3knum
nosblileHnem ALl, BHe3arnHom notepen co3HaHua U cygoporamu.

[1pn ocTpoM rnomepyrioHepuUTe aKNaMnNCcuUa BCTpeYaeTCs B
1-2% cny4daeB. Bo3HUMKaET, Kak npaBumo, y 00MbHbIX C OTEKAMU
B Nepuoa ux HapacTaHusd, ecrim He cobrogaeTcs peXxXnm
OrpaHuU4YeHns Conm 1 BoAbl N MPOBOANTCSA HEOOCTATOYHO
9(PPEKTUBHOE NEYEHNE.




®opmbl HehpUTOB, AEOHOTUPYIOLLNE OCTPbLIM
HedpUTNYECKUM CUHOPOMOM

[TocTCTpenTOKOKKOBBINM, MEMOpaHO3HAs HEQponaTus,

[lepBruHBIN MeMmOpaHonposindeparuBHbii oMmepysionedgpur [ u 11 Tuna,
[JIOMEPYJTOHEPPUT IgA-nedponarus, antu-I'bM Hedpur,
osicTponiporpeccupytrommii I'H ¢ nomynyHusamu)
Bropuunslii [TocTuHdekmonubie HePPUTHI (IPU IHIOKAPAUTE, IITYHT-
JIOMEPYJIOHEPPUT HepuT u 1p.), nypnypa llenneitn-I'enoxa, nomyc-HedpurT,

MUKPOCKOIIMYECKUI MOJMAHTUUT, TpanyjiemaTo3 Berenepa,
KpUOTIIOOYJTMHEMUSI

NMocTnHdbeKkumoHHbIe o

PMbl OCTPOro HethpUTUYECKOro CMHApomMa

bakrepuanbHas
UHQEKIUs

KOKH ¥ ToJiUIIogapunruta (Streptococcus gr.A),3HI0KaApIAT
(Staphylococcus aureus, Streptococcus viridans),
3a0promuHHbIN aduecc (Escherichia coli, Staphylococcus
aureus), myHT-HeppuT(Staphylococcus albus Staphylococcus
aureus, Streptococcus viridans), nueBMoHus (diplococcus
pneumonia, Mycoplasma)

Bupycnas nndexuus

OmnuureiH-bapp Bupyc, napsosupyc B o, Bapuienna WVD,
Kokcaku Bupyc, BUpyC KpaCHyXH, BUpyChl renatutoB B u C

[Tapa3utel

[ITucTocomMa, mj1a3mMoIui, TOKCoIIa3zMa




IIporno3 npu ocTpoM He(PPUTHUYECCKOM CHHAPOME

OcTtpeiil HepuTHYeckuil cuaapom: 60% ciaydacn
BBI3JIOPOBJICHUS

OcTphili HOCTPENTOKOKKOBBIM OCTPBIA HE(PPUTHUECKUIM
cuHIAPOM-10 90% KynupyeTrcss OTEeUHbIM CUHAPOM 3a S-10
aHeu, HopMmanu3anus AJl, BoccTaHOBIEHUE (PYHKIIMH
nouek 3a 2-4 venenu. Ho y 50% paszBuBaercs XbII.

JleTanbHBIN UCXOM PEAKO, ITPU HAIIMYUU OCJIIOKHECHUM
(oxsmammncus, OCH)



BbicTponporpeccupyrowmm

OCTPbIN HEPPUTUYECKUN CUHAPOM

Cunonumsi: [Togoctpsi I'H, 3nokauecTBeHHbIn ['H;
OO1enpruHATHIA MOP(OJIOTUYECKUN TEPMUH, UCTIOIB3YEMBbIN JIJIS
0003HaYECHUS

BIIT'H — skcTpakanuiiisspHbIi NIOMEPYJIOHE(DPUT C MOTYITYHUSIMU

beicTponporpeccupytowmn rmomepynoHedput (brrH) — ypreHtHas
Hedponornyeckasi cutyaums, TpebyoLlas CpoYHbIX AMarHOCTUYECKUX U
neyedbHbIX MEPONPUATUN.

BINIMH knuHW4eckn xapaktepusyeTcst OCTPOHEPUTUHECKUM CUHOPOMOM C
ObICTPO Nporpeccmpytolen NoYEe4YHON HeQOCTaTOMHOCTLIO (yaBOEHMe
KpeaTuHWHa B CPOK 3 MecC.),

Mopdoonornyecku -Hanndnem B bonee 4em B 50% knyboykos
SKCTPaKanuUNnApHbIX KIMETOYHbIX NN OUOPO3HO-KIETOYHbBIX «MONYNYHUNY
(ywacTku ckneposa/dpunbposa B rmomepynax)

Yactota BINI'H coctaBnsaet 2-10% Bcex dopm rmomepyrnoHedpuTa,

PErMCTPUPYEMbBIX B CriELManm3anpoBaHHbIX HEPONOrMYeckmx
cTauMoHapax



OcHOBHBIE NIPUYHUHBI OBICTPONIPOrPECCUPYIOLIETO
OCTPOro HehPUTHYECCKOI0 CUHAPOMA Y JAeTen

3aboneBaHue C C p-AHIIA accouunpoBaHHOW MUKPOCKOIIMYECKOW MOJIUAHTMONATHEMH,
aHTUTEJIaMU K NOCJIe TPAHCIJIAHTAllMU HPU CUHIPOME AJIbIIOPTA

JIOMEPYJISIPHOU

MeMOpaHe

[TepBuuHbIi bonesus Illennena-1 eHoxa, MUKPOCKOITMYECKUI MMOJIMAPTEPUUT UIIU
CUCTEMHBIN MOJIMAHTUOTIATHS, UIUONIATHYECKU IIIOMEPYJIOHE(QPUT C

BaCKYJIUT NOJTYTYHUSIMU, TEMOPParu4eCKuii BACKYJIUT

CucremHbIC CKB

3a00JieBaHUS

[TepBruHbII MemoOpanonponudeparuBHbiid roMepynonedpur 1 tuna, [gA-

roMepynoHegpuT | Hedpomarus, 00J€3Hb IJIOTHBIX JIETIO3UTOB

CBsI3aHHBIN C OcCTpblii MOCTCTPENTOKOKKOBBIN TiioMmepyinoHedput, BUY,
HH(peKIuen

BrI3BaHHbBIN [TeHunuIMHaAMKH, pU(QaMOIULMH, U30HUA3U/, O-UHTEP(PEPOH U Jp.
JIeKapCTBaMuU

[Ipoune npuunHbl | 3TOKAYE€CTBEHHBIE OMYXOJIH, JICHKEMUH, JTUM(DOMBI




JIledeHue mIoMepynoHe(ppUTOB

Pexxum noctenbHbIN (OCTPbIN HEPPUTNYECKUN
CUHAPOM M 0DOCTPEHNE XPOHUYECKOIO npouecca)
00 CXOXOeHna otekoB U HopMmanudauun ALl

[nerta:

becconeBasi 4O CXOXAEHNA OTEKOB U HOpManuaauum
All, 3aTem orpaHu4eHmne conun. Y4mTblBaeTCs
aNeKTPOnUTHLIN 6anaHc npu XIb

OrpaHundeHune bernka: PpyKToBO-CaxapHblie AHN—PUC
— XEeNnToK aAnua — naposas pblidba — MSICO.
[lonogaHue npoTuBonokasaHo!



Jleuenue rmomepyaonaTum

AHTMarperaHThl
AHTUKOArynaHThH

[KC

Lintoctatmnkm
3amMecTuTenbHaga Tepanus



Tunbl HedppoTYECKOro cuHapoma

1. MNepBUYHLIN HC
- BpOXOEHHbIN ((ONUHCKUIA TUNM
- HacneacTBeHHaa amunonaHas HedponaTus
- C MUHMMAsTbHBbIMN U3MEHEHUSMU
( CMH.- TEHHYWHHbIN, AMONaTUYECKNN, NUMNONLHLIN HEPPO3)
- HC npwu rmnomepynoHedpute

2. Bropu4yHbin HC :

- Npu cuctemMblx 3aboneBaHnunsx coegmHutenoHon TkaHn (CKB, b-Hb WenneHa-
[eHOXa 1 1.4.)
- NPV NOYEYHOM AN33ambpuoreHese
- MHMEKUNOHHLIN (BpOXaEHHbIN cudounnuc, spoxaeHHas LIMBU,
BPOXOEHHbLIN TOKCOMa3mMo3a, Manspusi, Tybepkynes
- Npn TpoMb03€e NOYEYHbIX BEH
- NpY OTpaBfieHUsIX (CBUHLUOBO-PTYTHAsA MHTOKCUKALUS), peakuusix Ha
rlekapCTBEHHbIE B-Ba
- MPWN peaknx cuHapomax



BpoxaeHHbIN HePPOTUYECKUN CUHOPOM —
(NpoTenHypus, rmnoanbOyMnMHeEMmnS, oTeK),
HabnogarLWnncs B Te4EHNE NMepPBLIX TPEX
MECSLIEB XXNU3HU

NMHdaHTMNbHaa doopma — BbIABNEHHbIN Y
pebeHka B Bo3pacTe 4-12 mec

Maononatnyeckumn - y pebeHka ctapwe 1 roga

—B Hacmosiujee s8peMsi Krnaccugbukayus
repecMampus8aemcsi, mak Kak 2eHemuyeckue
dechekmbl Mo2ym rposieriimbCsl 8 pasHoe
epemsi



boJie3Hb MUHUMAJILHBIX U3MEHEHUH

Onpeodenernue

Pexomenoanusa 1. boae3nb MUHEMAIbHBIX H3MeHeHnit (BMH) — 3To HenpoaudepaTiBHas
rJI0MEepyJIoNnaTis, He IMEIoNasg KaKIX-11100 MOp(OoI0rnuecKX KpITepeB IpU CBETOBOIT
MHIKPOCKOIMII, 0O0YCIOBIEHHAs ITOBPEkKICHIIEM (IMMYHHBIM T HEIMMYHHBIM ) ITIOJOLIIITOB
(momouuTOonaTIiA), KOTOPOE AMAarHOCTHPYETCA INCKIYNTEIBHO P YIBTPACTPYKTYPHOM aHa-
am3e B Buae a1udPpy3Horo caussHus HOXKKOBBIX OTPOCTKOB MOAOIUTOB. [loBpexkaeHIIe OO0~
Ta onpeaeasieT popmipoBaHIie B KIIMHIKE 3a001eBaHA HedpoTtmaeckoro cuaapoma (HC).

Dnuoemuonocusn

* BMMU cocrtaBmietr 76,6 % Bcex Mop]oI0rnMUecKNX BapHaHTOB IIEPBIYHOTO IIIOMEPYIOHE-
¢puta (I'H) y gereii.

* HanOonpmas BcTpedaeMoCTh YV I€Tell paHHETO BO3pacTa.

* BMMU ganie orMeuaeTca y MaJIb4IKOB B COOTHOIIEHNI 2: 1

* Bo3MoXxHBI ceMeliHbple (pOpMBI, 00YCIOBISHHBIE MYTAIlISIMI T€HOB CTPYKTYPHBIX OEIKOB
IO IOLIIITA.

* PeunanBoB B TpaHCILTAHTATE HET.

®edeparsibHble KIuHuU4Yeckue pekomeHoauuu, 2016




ITHOJIOTUA BPOKIEHHOI0 He()POTHIECKOT0 CHHIPOMA

I'eneTnueckue

Bpoxnennblii HepoTUyeCcKuil CHHAPOM (PUHCKOTO TUIa, MyTalus rena Hegpuna (NPHS1)
AyTOCOMHO-PELIeCCUBHBIN HEQPOTUYECKUI CUHAPOM, 00YCIIOBICHHBIN MyTalleii FeHa 11Q/io=LIHA
(NPHS2)

AyTOCOMHO-JOMUHAHTHBIN AU(DY3HBIN Me3aHTHaIbHBIA CKIIep03, 00YCIOBICHHBIA MyTalluel TeHa
cynpeccopa onyxonu Bunsmca (WT1)

Bpoxennblii HepoTUYeCKUil CHHAPOM, 00yCIIOBIEHHBIN MyTanuei reHa 02 namuna, LAMB2
Bpoxnennsblit HedpoTuyeckuii cuHaApoM, 00ycioBieHHbI myTanueii rena PLCEI

CunapOoMBbI

Denys-Drash cunapom, o0ycioBiieHHBIM MyTaliel TeHa cynpeccopa onyxoyiu Buasmca
Cunapowm Pierson (nouxu-+enasa)

Galloway Mowat cuHIpOM (nouku+Hepsnas cucmema~+ Hapyuw huz pazeumusi)
Cunapom Nail-patella (roemu+cycmasvi+nouxu)

Cockayne cunapoM (Hetipooecenepam sienenus+ ceemobos3Hb+ pannee cmapenue)
Jeune's cuHAPOM (MO32+wumosuonas sxnceneza~+neexue)

[TepBuunbIi
BPOXKJICHHBIN

HedpoTtuueckuii cuHIpOM ¢ MUHUMATbHBIMH U3MEHEHUSIMU
®oKaIbHO-CErMEHTAPHBIN ITIOMEPYIOCKIEPO3
Juddy3HbIi Me3aHTHaTbHBIN CKIEPO3

NOHHEBIN

Bpoxnaennsiit cudunuc
BpoxkaenHas nuromeraaoBupycHas HHOEKIIUs
BpoxaeHHbIN TOKCOTIIa3M03




ITHOJI0THS HHPAHTUIHLHOTO M HAMONATHYECKOT0 He(PPOTHUYECKOI0 CHHAPOMA

N nnonarnueckui

Hedportudeckuii cHHAPOM ¢ MUHUMAJIBHBIMU U3MEHEHUSIMH DOKaIbHO-

CCIMCHTAPHBIN TJIOMEPYJIOCKICPO3
Me3zanruo-nponudeparuBHbIN TIIOMEPYIOHEDPUT:
Ig-A nHedponarus, 1g-M Hedpomarus
Mem6panonponudepaTuBHbIN TTIOMEpyIOHEPpUT
MemOpano3Hast HedponaTus
Clg-uedpomnarus

I'eneTnuecku
00yCIIOBIICHHBIE

AyTtococmHo-peneccuBHbIil HC, 00ycnoBiIeHHBIN MyTaluei reHa
nogormua (NPHS?2)

Aytocomuo-penieccuBHbiii HC, oOycnoBnennsiii MyTanueit rena PLCEI

AyTtocomHuo-nomuHanTHbi HC, 00yclioBIeHHBIN MyTalllen reHa
cynpeccopa onyxonu Bumemca (WTI)

AyTtocomuo-nomuHanTHbii HC, 00yciioBIeHHbIN MyTalllen reHa a-
akTUHHHA 4

AyTtocomuo-nomuHanTHbii HC, oOycnoBnennbiii MyTanueit rena C02-
accoruupoBaHHoro 6enka (CD2AP)

MeTtabonmnueckas
00JIE3HD

bone3np ®adbpu [ukoreHo3bl
MuroxoHipualibHasi nutonarus [yrapoas anuaeMus




JIedeHne HEPPOTUIECKOTO CHHAPOMA

Knaccudmkauma no 4yBCTBUTESIbLHOCTHU K
KOPTUKOCTEPOUAHOU Tepanuun

(npu ycnoBuun agekBatHou Ao3bl N'KC):

ropmoHouYyBcTBUTENLHBIN HC (NonHasa KnuHuko-raboparopHas
pemunccnst Ha poHe 2 mr/kr nnn 60 mr/m2 B TeveHne 6-8 Heagensb;

[OPMOHOPE3UCTEHTHBLIN : HA poHe 2 Mr/kr nnn 60 mr/m2 B
TeyeHne 6-8 Heernb CoOXpaHAETCs NPOTENHYpUS (1
nocneaywwmnx 3 BB BBegeHun metunnpegHusonoHa 20-30 mr/kr)

[OPMOHO3aBMCUMBIN : PELNANBBLI MPU CHUXEHUN O03bI
NpeaHM30roHa UnNu B TedeHne 2 Hedernb Nocne ero OTMeHbl

YacTto peunaunsmpyowmnm HC : peumameel oT 4 pas B rog unu ot
2 pa3 B 6 mecsueB



CMelIaHHBIN HE(PPOTHUYECKUU
CUHIPOM

HedpoTnyeckme oteku
ApTepunanbHaga rmnepTeH3ns
[emaTypus

[TogBneHne Takoro codetTaHmsa —nioxou
NPOrHO3 B OTHOLUEHUN QPYHKLMM NOYEK



HeOmaronpusiTHoe TeUCHUE
HE(PPOTHYECKOrO0 CHHAPOMA

1)C poxaeHusd

2)Hannuune cmewaHHoro HC (c apTepuanbHOn runepTeH3nen
n/vinu rematypumen) 3)pe3nUCTEHTHOCTb K KOPTUKOCTEPOUOHOM
Tepanun. Kputepumn BbisBNeHUs CTEPONA0PEIUCTEHTHOCTMU:
otcytcTBue pemuccum HC nocrne neveHus 3 B nonHon gose 2
Mr/kr unn 60 mr/m2 B Te4eHue 8 Hen nnm OoTCyTCTBNE PEMUCCUN
HC nocne neyenusa 3 B nNonHOM O03€ B TeYeHNE 6 Hea U TpeX
«nynecoB» MI. CTeponagope3ncTeEHTHOCTb 3acTaBnseT
NpeanonoXuTb, YTO B oCcHOBe nanonatunyeckoro HC nexart He
MW, a ®CI'C, M3ll'H nnn bonee peakne BapmnaHTbl HedopuTa.

[osiBNeHne Taknx NprusHakoB TpebyeT Mopdonorn4ecKkoro
YTOYHEHUS N NIeYEHNss Ha OCHOBE BbISIBIIEHHOM KapTUHbI



JIndpdepeHuMAIBHBIA JHATHO3
pPeuuINBUPYIOIIEH TeMATYPUHA

Tiomepyasipabie 00J1€3HU:
[gA-nedponarus,

Hedpurt [leinena-I' enoxa,
sHAOKamMuIApHbIn ' H,
CUHAPOM AJIBIIOPTA,
00JIE3Hb TOHKUX 0a3aJIbHBIX

MeMOpaH,
Me3aHruonponudeparuBabiil ['H,
bricTponporpeccupyrommnn

rJIoMepylIoHeppuUT (C

«MOJIYJTYHUSIMUY ),

Hegput npu CKB

HersiomepysisipHass remarypusi:

Hughexyuu: nuenoneput/IucTur;
YPETPUT/TIPOCTATUT; IIIUCTOCOMHUA3;
TyOepKyJe3

Mouexamennan 601e31b, HePPOKATbYUUHO3:
O0OCTPYKIIHS, MOJTUKUCTO3 MOYEK

Meodynnapuvie 60ne3nu: MANUIIOHEKPO3,
ryOdJaras modka, TyoepKynes

Onyxonu: onyxonb Bunsmca u ap.

Tpaeéma: 104EK, MOUYEBOTO IY3bIPs, YPETPHI

Ilpouue: nombanruyecKkau-reMarypuiecKkuii
CUHJPOM, CEMEIHas TeJICaHTHOIKTa3 U,
apTepHUOBEHO3HBIC AHOMAJIUU, XUMUYECKUN
uucTut, 3po3un MBII, nHopoaHbie TENA
MBI, caaBneHue moyeyHoi BEHHI (CM
Nutkracker), cumymnsinus (1o00aBieHue KpOBU
B MOYY)

Koazcynonamuu: remodunusi, aHTUKOATYJISTHTHI
(BCerma coYeTaroTcs ¢ IPyTuMu
reMOpPparnyeCKUMU CUMIITOMaMHU



BTOpuYHBIN XapakTep reMaTypuu,
CONPSIKEHHOH ¢ oTJ10:)KeHueM IGA B
— 1TOYKAX

[Typnypa WeHnenHa-IeHoxa, CKB
(cncTtemMHble NPosABEHNSA); Lennakums, B T. u.
cybknuHun4yeckmne qopmbl; Hecrneundmnyeckum
A3BEHHbIN KONUT; repneTudopMHbLIN
OepMaTtuT, capkomnagos; remocuaepos fnerkux;
KpuornooynmHemus; mHorne OBCT,
HEKOTOpPbIE OHKOorn4yeckne 3aboneBaHus.



HacieacTBeHHbIe HE(PPUTHI

BepOFITHOCTb HaCIE4CTBEHHOTO 3a00JIEBAHNS.

[emaTypusa unm cmepTb poacTteeHHMKoB OT Xbl'l, ogHOTMNHas naTtonorus
(rematypus n/mnmn NpoTENHYpPUA B CEMbE)

Cwm Anbriopma- ceMenHasi HeMPOCEHCOPHasA TYroyxoCTb, rematypus,
NPOTEUHYPUA, MOXET COMETATLCS C NaTosiormeun 3peHus. [13 craBmutca no
OaHHbIM ayOUOMETPUN, BbI3BaHHLIM NOTEHUKMaram., reHeTU4EeCKoMyY
nccnegoBaHuo. HapylweHue criyxa obHapyxuBaeTca B 7-8 ner,
Bblpa)KeHHas TYroyxoCTb K NOAPOCTKOBOMY BO3pacTy. CHMXEHME MOYEYHbIX
dyHKUNIM HaunHaeTcsa B nybepTtaTtHom Bo3pacTte. T.XbI1 HadnHas ¢
NoapOCTKOBOro Bo3pacTta. B kpoBu He nosbiweHus IgA. Mopdonorus : Het
oTnoxeHuslgA B mesaHrnyme,

Tlo6pokayecmeeHHas cemeliHasg 2emamypusi (=6H TOHKMX Ba3anbHbIX
MemMbpaH)- anddy3HO paBHOMEPHOE NCTOHYEHME KIYDOYKOB.

Hacnenyetcs no ayToCOMHO-AOMWHAHTHOMY TuMy, Npy OTCyTCTBUM IgA-
OEeno3nNTOB B MOYEYHOWN TKaHW, OTMeYaeTcsi CyLLeCTBEHHOE UCTOHYEHVe
6asanbHOM MeMOpaHbI Kny6oq|<a N3MepsemMon Npun arNeKTPOHHOU
MUKPOCKONUN.



JIMarHoCTUKA CHHAPOMA AJILIIOPTA

HeoOXoAMMO NpPUCYTCTBUE TPEX NMPU3HAKOB U3 NSATH:

[emaTypusa unm netanbHbin1 ncxon ot XbIl1 B ckmbe
[ematypua n/unum NPoTENHYPUS B CEMbE

Cneuunduryeckne nameHeHuns krnyoodkos basarnbHbIX MeEMOpaH
NpW 3NTIEKTPOHHON MUKPOCKOMUMU,

CHmxeHne crnyxa(aByCTOPOHHAS HEMPOCEHCOPHas rnyxoTa,
KOTOpada HUKOrga He NnposiBNseTcd B paHHeEM Bo3pacTte (06bI4YHO
B BO3pacTe nogasnsercs B Bo3pacte 7-10 ner



JIndpdepenuunagabHas IMarHocTuka IgA-
HedponaTtuu u nypuypsl llennena-1 enoxa

IgA-Hedponarus

Ilypnypa lllennena-I enoxa

OrpaHnynBacTCA
OYKaMH

CucreMHoe 3a00j1eBaHue (ChIlb, apTPUT,
00JIM B )KUBOTE) C BOBJICUYCHUEM ITOUYCK

Yamie nmoapocTku
1 B3POCJIbIE

Yamie netu, peaKo B3pOCbIe

Manpuuku > PaBHOMEPHO

JIE€BOYKH

XPOHHUYECKOE OOBIYHO JOOPOKAYECTBEHHOE

TCUYCHHUE (TpaH3UTOpPHAs TeMaTypHsi), IPOrPECCUPYET

y 1%




IIporuo3s 3a00/ieBaHM I, COMPOBOKAAIOIIUXCH
peunIuBUPYIOLICH reMarypuen

baaronpusitHoe TeueHue
M3onupoBaHHass MUKpoTremMaTypus (KpoMe CUHIpoMa AJbIopTa)
Octpsiit mocTpenTokokKoBbIM ['H
Nudexuun MBII, HeoOcTpykTUBHBIE (hOPMBI
Hedput leinena-I'enoxa (mpu OTCYTCTBUU MIPOTEUHYPUH )
W nnonarudeckas runepkagibuypus (Ipy aJIcKBaTHOM JICUCHUH )
bone3nb bepike (0€3 BbIpaKEHHOW TPOTECUHYPHUH )
IIpornocTuyecku HEOJIATONMPUSATHBI:
Coueranue ¢ NpoTeuHypuer Wik HePPOTUUIECKUM CHHIPOMOM
Cunnpom Anenopra
JIronmyc-Hegput
DKCTpaKkanmuIsipHbIA HEQPUT
TyOynonHTEepCTUIIMAIBHBIN HEQPUT
TyGepkyie3
IgA-nedponarus ¢ HEPPOTUUECKUM CUHIPOMOM U TutiepreH3nei(3-25% 00JIbHBIX)
Oy XOJIr



IIporHo3 npu XpoHN4YECKMHX
[JIOMEPYJI0nmaTUuAX

N3o01upoBanHas reMaTypus Ui ropMoHovyBcTBUTEAbHBIN HC 0e3 HapymieHus
¢pynkuun nouek u Al': 3a 15 net cMepTHOCTH MeHee 1%(TpoMO03bI U
reHepaIn30BaHHbIE MH(EKIIMOHHBIE OCIOXKHEHNS )

D CI'C- XBbII2 pa3zBuBaercs yepes 6-8 jnet, y 50% -penuaus yepes 2 rojia nociie
TPaHCIUIAHTALNU MTOYKH. be3 Tepanuu - TepmuHanbHas ctaaus y 60% -depes3 10 ner.
[Ipu «IpOTEMHYPUYECKOM BapHaHTE — Yepe3 JeCATKH JieT. HeOnaronpusatHoe TeueHue:
NEPCUCTUPYIONIAsk MPOTEUHYpHUs Oosee 3 T

71 (TepMuHalibHAs cTaaus yepes 6-8 set, 6onee 10 r/cyTku- yepes 3 roja), Kojjiarc
KaWJUISIPHBIX MeTeab 0onee, yeM B 20% KITyOOUKOB , paclpOCTpaHEHHOE IMMOBPEXKICHUE.

MemOpano3nbiid riiomepyaonedgput XI1b2 yepes 5 ner, 1 0-neTHSIS BBLKUBAEMOCTh
oomee 90%.

BIITH Gonee 50% nomymnyHuii- 6-12 mecsies, Menee 30% -BO3MOXKHO BOCCTaHOBJICHHUE,
0e3 azekBaTHOU Tepanuu nporpeccupyet XbII.

boae3snb bep:xe — meqnenHoe nporpeccupoBanue XbII2 yepes 5 mer y 5% nerei, yepes
15 ner —y 11%. B3pocinsie: yepes S et 5-15%,4epe3 20 aet -30-50%.
Mopdonornueckue npu3HaKyu HEOIATOMPUATHOTO TEUEHUS: TyOyTOMHTECTULIMATBHBIN
(hubdpo3,IIIoMepyI0CKIepO3, THATUHOBBIN apTepHOJIOCKIIepO3, onyayHus ooiee 30%.
[Tocne TpancmnanTauu nouku y 30-60% B3pocibix — penuauBsl [gA-HedponaTuu.,
15% - oTTOp>KEHNE TPAHCILUIAHTAHTA.

Hedgpornueckuit cunapom ¢ MHU: srxuBaeMocts 3a 10 et 95%, penko XbIIT
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