momepynoHedpUuTbl Y OeTen u
NoApoOCTKOB

HedpoH
(yBENMYEH)

. = Noueunas aprepus

JloxaHka




3 npobrieMbl coepeMeHHOU Hegposioa2uu

1 PocT yncna 6onbHbIX C XPOHNYECKUMU
oone3HaAMM noyvek

1 PesynbraThl nevyeHnst paga XpoHUYECKNX
3aboneBaHU NOYEK HE YOOBMNETBOPAIOT

1 PacTteT noTpebHOCTb B 3aMeCTUTENBLHON Tepanuu,
B T.4. -

B TPpaAHCrJ1aHTauun no4yek
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momepynoHedpuTbl y AeTen

[ nomepyrnoHegpumesl,
usnu UMMYHHbIe a2rioMepyrionamuu, — 3mo
2emepozeHHas epynrna 3aboriegaHuu,
07151 KOMOpPbIX XapakmepHOo

Hanu4ue UMMYHO102Uu4ecKUX U KITUHUKO-
MOpP@Oorio2uvecKUX rNPU3HaKo8 8ocrasieHus,
C8513aHHO20 peXX0e 8cea0 C ropaxKeHuem
Krybo4ykos
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nomepyrnoHegpbpumsbi y 0emeu

[1na BblaeneHna Ho3onorudyeckomn doopmbl ['H
HeobXxoanMo onpeaenunuTb:
1.CvHOPOM N AUNHAMMUKY KITMHUYECKUX CUMIMTOMOB

2.XapaKkTepUCTUKy MMMYHOMNATONOMM4YeCKNX NU3MEHEHN

3.Mopdronoruyeckyto doopmy rnomepyrionatum
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nomepyrnoHegppumsbi y 0emeu

0 lMepeu4Hble 1 Bmopu4Hbie

o xapakTepy Te4eHuns npu page CUCTEMHbIX
TpbIn [H Y

» Ocrp 3abonesaHuit

1 XpoHunyeckun 'H

1 BbicTponporpeccupytoLLnii
rH

\



KITUHUKO-MOP®OJIOMMYECKAA KITACCUDUKALIUA
NEPBUYHOI O rMOMEPYINIOHE®PUTA

® [udpchy3Hbli reHepanu3oBaHHbIA 3KCYAaTUBHO-
nponudepaTUBHbIA

® MesadrnonponudepatuBHbin — I%IA-Heq:ponama (6onesHb
bepie), 1gG- n IgM-HedponaTum

© MembpaHo-nponudepaTuBHbIN (Me3aHrnoKanMNNAPHLIN)
@ OJKCTpakanunnApHbIA (210MepynoHeppum ¢ NOAYNYHUAMU)
® MembpaHosHan HedponaTus

¢ JlunonaHbin Hedhpo3 (2nomepynoHehpum / Heghpomuyeckuu
CUHOPOM C MUHUMaNbHbIMU U3MEHeHUSMU)

o OuyaroBbIf rnoMepynocknepos (hoxanbHeIl cezmeHmapHsil
L 2/10MEePYNOCKNep03/2NoMepynoauanuHo3

e OubponnacTuyeckum

O Pepakue BapuanTbl — huOPUNNAPHLIA 1 UMMYHOTaKTOMAHLIN

rnomepynoHethpuThbl, KonnareHoBas cbmﬁp;@:w‘;s

rnoMepynonarua, nunonpoTeMHoeas rnom red




OcTpbin nocTUHdPEeKUNoHHbIN MH

1 Octpoe andpysHoe MMMyHOBOCHanNUTENbLHoE
nopaxeHue rno4vek, BO3HUKarLlee nocre
bakTepmnanbHOro, BUpPyCHOro U rnapasntapHoro
3aboneBaHunsA, CrycTs NnaTeHTHbIN nepuog (2-3 Heaenm)

1 Y peten nposasnseTcsd HePpUTUYECKUM CUHOPOMOM
1 ImeeT uuknmnyeckoe teyeHume
1 Manb4nkm 6onerT HECKONbKO Yalle AeBoYek
0 TunnU4HbIM BO3pacT 5 — 12 net




OcTtpbin nocTUHPEKUNOHHBLIN TTH -
3TUONOrus

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

1 Nephritis-associated plasmin receptor (NAPIr) -
HePUTOreHHbIM aHTUreH CTPENTOKOKKAa rpynnbl A.
ObcyxaaeTcs ero ydactme v noteHumarn cneumdounyeckmnx
LUTAMMOB B BO3HWUKHOBEHWNN NOCTCTPENTOKOKKOBOIO

rmomepynoHedgpuTa
J.Nephrology, 2007,N 3,May-June,Vol.20

1 Cenyac y B3pocCrbIX nauneHToB cTpenTtokokk npu OIMH
BbIBNAeTCA He bonee, yem B 20%; y neten -
3HaAYUTENBLHO Yalle
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OcTpbin nocTUHdEKUMOHHbIN TH -
3TUONOrus

NHdekumn n 3abonesaHusd, npegliecrtesoasLune OIMH:

1.Bocnanenue 6 nocoenomxe, na xoorce;
2.baxmepuanvuulii s3HOOKapoum
3.1Ineemonus

4. Menuneum

5.1 enamum B

6.Bupyc Snwumeun-bappa
7.Llumomezanosupyc

8.Bupyc Kokcaxu

U opyzaue 8030youmenu

Jlannvie HUU negpponocuu CIIOI MY
uMm. akaz. M.I1.11aBnoBa




Ocmpbiu nocmecmpenmokokkoebiu 'H

1 llpedpacnonazarowue gpakmopsbi:
1 AHTUreHHbin Habop HLA DR4, DR5

1 OTdroweHHast HacneaCcTBEHHOCTb MO MHAEKLMOHHO-
annepruyeckum 3aboneBaHUsaM

1 BblcOkas BOCMPUUMHYMBOCTb K CTPENTOKOKKOBbLIM
NHJOEKLMNAM

1 Hannymne xpoHu4yecknx o4aroB MHEKUMN B HOCOITIOTKE,
3ybax, cTpentoaepmMus; HOCUTENBLCTBO
reMOorIMTUYECKOro CTPENTOKOKKA B 3eBe N/UINN Ha KOXe




Ocmpbiu nocmcmpenmokokkoebiu [H-
rnamoezaeHes

1 Al ctpentokokka + AT + C3a,C5a — ocaxaeHue Ha
basanbHON MeMmbpaHe Krybo4koB

1 MembpaHoaTakytowmnin komnnekc (C58-C9) —

1 aKkTMBauusa TpoMbounToB (1 cekpeuum cepoToHMHA,
TpombokcaHa B) —1 arperauunmn, HapyLueHune
MUKPOLMPKYNALUK
0 1 akTmBaums mMakpodaroB M Me3aHrnanbHbIX KNeTok —
1 —nponudepauyms mesaHrms

1 [NoBpexgeHne sHAoTenManbHbIX KNEToK; akTmBauug
dnOPMHONMNTNYECKON CUCTEMBI — BOCManeHune,

7 Cna3m cocydoe u uwemMusi rnoYKu.
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Ocmpbiu nocmcmpenmoKokkoebiu [H-
Mopgposiocusi

OAHAokanunnsapHbIlU Ougy3HbIU nposiughepamueHbIU
a2/10Mepysium; npoxooum HeCKOJIbKO cmaduu:
9KccyaaTuBHas,
aKccyaaTtuBHO-NponudepaTnBHaga
nponudpepatneHas
OCTaTOYHbIX SIBITEHUN

OrieKmpoHHasi MUKPOCKOIMUS: «20pbbl» Ha arnumernuasbHOU CMOpPoHe
b6a3aribHoU membpaHsl

mmyHo-gbriroopecueHmHasi Mukpockonusi: ommnoxeHusi 1gG, C3 8dorib
CMEHOK Kanurnsipos Kryboykos

(4 eapuaHma: «38630Hoe HebOo», Me3aHauarlbHble OMJIOXKEHUS,
2UPIISTHOHbIU mur - caMbit msiKenbit!; uMMyHoHe2amueHbIl (Hem
omrioxeHul) - cambil braconpusimHbiti, ebi30oposreHue 0o 100%
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OcTpbIn NOCTCTPENTOKOKKOBLIN MH-
KINTMHUKA - He(DPUTUYECKNN CUHOPOM

1 Omeku- | CKo, + 1 peabcopbumm Na = 1OLIK,
3agepxka xmagkoctn 1 Na B TkaHax + TALI

1 FeMamypusi <—npoHnLaeMocTb CTEHKM Knybouka;
aectabunmsaunss membpansbl Er

o0 FunepmeH3usi < snpgoTennanbHas OUChYHKLNS
aktmBauna PAAC
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Ocmpbiu nocmecmpenmokokkosbiu H-
KJTUHUKa

1 Quknu4yeckoe me4yeHue u Heghpumu4vdeckulli CUHOPOM
Uepes 2-3 Hegenun nocne MHMeKUNn — oTeku; M.0.
onurypusa (Ha 3-5 OHeEN)
apTepuanbHas runepTeH3na — KpaTtkoBpeMeHHas,

YMEpPEHHas, 4acTo Ha JOKIMHUYECKOM 3Tane; amo
ocHogHoe omirudue OIH y oemeu om 83pociibix!

B Mo4e: BbicOoKas ya. NNOTHOCTb; npoTtenHypua (4o1-1,5
r/244.); remaTtypumsa (ot 10-15 go 100,

M.0. apuTpoumTapHble ULMNUHAOPLI)
CK® Ha BbICOTE OTEKOB |




Ocmpbiu nocmcmpernmokokkoebiu [H-
Kpumepuu dua2zHOCMUuUKuU
1 [NpeawecTBytowasa CTPENTOKOKKOBAsS MHAEKLMSA

1 JlaTeHTHbIM nepuopn 2-3 Heaenu
1 OcTpoe Havyano, HepPUTUYECKNN CUHOPOM
1 KpaTKoBpeMeHHOCTbL HapyLeHUa YHKLUUU NOYeK

1 B kposu UMK, eunokomnnemeHmemusi
nompebnerHusi (C3|])

1 Mopagporoausi: aHOoKanunnsapHeIU rnposughepamueHbiU
ariomepynum, «20pbbl» Ha arnumernuasbHolU CmMopoHe
MembpaHhbl
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Ocmpbiti nocmcecmpenmokokkoebiu 'H-
Kpumepuu akmueHocmu

1 11 ACIT-O, ACK

} | dpakumn C3 n C5; 1 LMK

B kpoBu nenkountos, Hentpodunes, 1CO3, CPb
AKTMBaUus cuctemMbl remocTtasa (rmneparperaums tr)
CTtoukaga numdoumTypus

depmeHTypua (TpaHcaMmuanHasa)

N s Y s i N

1 Bo3MoO)XHble ocnoxxHeHusi: Oll1, aHypua - peagko

3Krnamricusi - y nogpocTtkoB - Al', rorioBHasi 6onb, pBOTA,
bpagukapans, NnoTepsa Co3HaHUsA, cygoporu, Koma,

O.cepoeyHass HeOocmamo4YHOCMb U OMEK Jie2KuX - PedKo
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JleueHue OIH (6a3ucHasi mepanusi)

1 OCHOBHasi uUesib — YyMeHbW UMb UWEeMUI MOYEK.
1 Pexum noctenbHbi Ha 3-4 Hepenu
1 OwneTta: conb, XXNAOKOCTb, OENoK, KanopumnHOCTb

1 OTUOTPONHO: aHTUOUOTUKM TP. MEHUUMUNIINHA
(makponuapbl) Ha 10 gHen ¢ yyeTom CKO

0 YnyJleHne MUKPOUMPKYNSLUUA. KYPaHTUM
(2-3mr/kr/cyT. B 3 npuema), TpeHtan (5 mr/kr x3 p)
0 [pu ctorkon Al = nurnoutopsl AP,
aHTaroHUCTbl PeLEenToOpPOB
aHrmoTeH3uHa -2(kaasap, nosan)
0 OnypeTtukn obblMHO He Ha3HavatoT!
1 Butamuubl: C, B2, B6, E. He HasnHayamsb B1,A, [!

\



OI'H — nporHo3 un
ANcnaHcepHoe HabnoaeHue

1 B 85-90% - BbI3gopoBneHme.

1 ®@akmophbl MPo2peccupos8aHus — UHMepcmuyuanbHblie U3MEHEeHUSs
| y0. nmomHocmu moyu, netikouumypusi,

| ocMomu4ecko2o KOHUeHMpuUpo8aHuUs
T 9KcKkpeuyuu cubpoHekmuHa;

Y3U- aunepmpouposaHHbie rnodyeyHbie rnupamuoku
pe3ucmeHmMHocmpb K basucHou meparnuu

1 OuncnaHcepHoe HabnwgeHwe: 5 net Hedponor +
negunaTp, caHaumsi odaroB XpOHUYECKON UHMEKLINHN,

aHann3 mo4dun 1 pas B mecsiy, 1 npu nrobom
3aboneBaHun.

Uepes 5 net — komnrekcHoe obcriegoBaHue C
eHKOW (PYHKLMKN NoYeK




XpoHu4Yyeckuu a2s1o0MepysioHebpum

1 XI'H — nepBnyHOe BoBNe4YeHne B UMMYHONATOSTIOrM4yecKoe
BOcnarneHue Knybo4koB C nocneayowmmM nopaxXeHnem KaHarsbLeB,
WHTEPCTULINA, C pa3BUTUEM B JallbHENLLEM
TyOynonHTepcTuyuanbHoro ckreposa n XINH

0 ITUONOrusa — NEPCUCTUPOBaAHNE BUPYCHOMN MHAOEKUNM (renaTtut B u
C, Kokcaku, LIMB, xpoHnyeckoe anuteribHoe oTpaBneHne CBUHLIOM,
KagMmnem

1 lMaToreHe3 — ayTOMMMYHHbIE peakuun, anTeribHoe
NepCUCTMpoOBaHNE aHTUIreHoB, aeduunt T - cynpeccopos,
HepgocTatodHocTb C3 n C5, cHuxeHne nHtepdepoHa

0 Y 10-15% peten XI'H kak npoaonxeHne OIH.




—

XpoHu4yeckuu a2r1oMmepyrioHegppum-
Mopahosiocusi y demeu

Y neteun nepBbix 5-6 net npeobnagaet N'H ¢
MUHUMASbHbIMU U3MEHEHUAMMU

60-70% XI'H - me3aHrmonponudepaTuBHbIN (TEYEHME
OTHOCUTENLHO JOOpPOKa4YecTBEHHOE, MNaLne
LLIKOJSTbHUKN)

MembpaHo3HbiM [H - 3HaunTenbHO pexe, YeM Y
B3POC/bIX

MesaHrmokanunnapHein 'H o4yeHb peaok

['H ¢ nonynyHusmMuM yaule y nogpocTkoB (dpokarnbHo-
cerMeHTapHbI rmomepyrnocknepos -OCIC)




Me3zaHrunponudgepaTtuBHbIU rMOMEpPYNUT-
Hanobornee Yyactana coopma y Mnaawmx LWKONMbHUKOB




O e T P L, R o e T W
MembpaHosHas MembparonponudepatueHbin  MesaHronponudgeparneHan
HedpponaTia rnomepynoHedpuT He-IgA rmomepynonaTus

QokanbHo-cermeHTapHblii  OcTpbiit nponuepaTmeHbIi boneaHb MUHUMANbHBIX
rnomepynocknepo3 rnomepynoxedput M3MEHEHWIA




BbicTponporpeccupyrowmun N'H c
NONYNYHUAMMWMN — Tnu4Ho AnAa NnoapoCTKOB
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MeMOpaHO3HbLIN rromMmepynoHepuUT-
peakasi oopma y aeteu




XpOHUYECKNU rnomepynoHeppuT
KNMUHNYecKasa Knaccudgukaums

1 @opma (CcuHOpom):

1 .HedbpuTnyeckas (rematypumyeckas)

2 .HedbpoTUyeckas

3.cMellaHHas
o lMepuod

1.0O6ocTpeHune

2.HactnyHas pemuccus

3.[MonHasa KNMHUKo-nabopaTopHas peMnccus
1 PYHKUUST MOYeK

1.be3 HapyweHusa; 2.C HapyweHuem; 3. XTTH

N



KnuHuka XI'H
1 dopmMa HedhpUuTnyeckasa nnu

reMmatTypumnyeckKasa — vopdonornyecku

Me3aHrmanbHo -nponuaepaTnuBHbLIN UK
nponudepaTnBHO-MeMbpaHO3HbIN [H.

1 B KnnHnke — ymepeHHaa rematypua u
npoTenHypusa, HebonbLume otekn. Al He y Bcex
bonbHbIX, NO3aOHO. [NporpeccmpoBaHne MeaneHHoe

\



KnunHuka XIM'H

1 Popma HedppoTUUYecKan —
MOpP@OIorM4eckn MMHMManbHbin ['H,
MEeMOPAaHO3HbIN, MEMDPAHO3HO -
nponugepatmeHbin [ H. B kKnnHuke —
HedpoTnieckmn cuHapom. ALl He noBbILLAETCS.
TeyeHne BonHoobpasHoe

\



KnunHuka XI'H

1 PopmMma cmellaHHaa —MponnudgepaTuBHO-
MEeMOpPaHO3HbIN N NponndepaTuBHO-
dombponnactunyeckun N'H. B KNnUHMKe — ynopHble
anuTenbHble oTekn, Al ¢ nameHeHnaMu
rmasHoro gHa, Taxmkapaueun,; B Mmo4ve
rematypus, NPOTEUHYPUSA; B KPOBU — aHEMUS,
rMNoNpoTeENHEMUSA C OUCNPOTENHEMUEN,
NPU3HaKmM akTMBHOIo BocnarieHunsi. ®yHKUus
noyek: CK® |, npnsHaku BOBrie4eHUS
TYOYyNnoOuHTEPCTULMANBHOW TKAHMW.

bbicTpoe nporpeccupoBaHue o XIH

\



BbicTponporpeccupyrowmmn HehpuUTUYECKUN
cuHapom (CUHAPOM ObICTPONPOrpeccUpyloLLero

rnomepynoHedpuTa)
XapakTtepusyertcs

O OTHocuTenbHoO ObiCTPpbLIM Hayanom (B TeyeHme 1-2 Heaenb)

O MNpoTtenHypuen (BO3MOXHO HehpOTUUHECKOro YPOBHS),
rematypuen (MUKpoO-,MaKpo-), LUNUHAPYPHEHN

O lporpeccupyrowmm nageHMeMm CKOpoCcTu Krybo4ykoBoun
domneTpaunmn, BO3IMOXHO, C onurypmen n hopmmpoBaHmem B
TeyeHue 1-2 mecsaueB TepmuHanbHoun XIH, apTtepuanbHoU
rmnepteH3nen (YacTo TsKenomn)

O Mopdonornyecku — aKkcTpakanunmnsapHbIM
rnomepynoHedputom ¢ opMmmpoBaHmMemM noslynyHUn B
50-100% no4yeyHbIX KNy6oo4KoB

O lNporpeccupyrowinm Te4eHUEM U HebaronpuUATHbIM

NPOrHO30M.
be3 neyeHus - rmé6enb 60nbLHbLIX HacTynaeT B Te4yeHne 6-20



bone3Hb bepxe,
IgA-HedpbponaTua

Kog no MKB-10 NOZ2 - peuuamnsmpyrouias v
ycTon4mBasa remaTtypus

—



bone3Hb bepxe, unu IgA-Heghponamusi — 3abosiegaHue
Ks1y604K0B8020 arnnapama no4Yyku ¢ Me3aHaualslbHbIMU OMJI0)KeHUsIMU
IgA,
OCHOBHbLIM MNPOosissIeHUEeM KOmopo20 s18J15emcsi
peyudusupyrousasi 2eMmamypusi

0 PacnpocmpaHeHHOCMb: Hanbonee yacrtasa @.
[lepBuyHoOro I'H

1 44,4% peten ¢ remarypudeckon d.l'H
1 12,1% peten n 12,6% B3pocCnbIX, NOABEPrHYTbIX
ouoncuun

1 Havano vauwe mexay 20 n 30 rogamu xunsHu, B EBpone -
B OCHOBHOM MYXX4UHbI — 79,2% (gaHHble HAN
Hedponorum CIerMy); B Asum 4=9

1 o 18 net manb4iukm : gesodkn = 1,1 : 1

1 Mopaghosiocusi: doKkanbHbIN
Me3aHrnonponugepaTmBHbIn (04aroBbIN UNK
cermeHTapHoin) I'H




bonesir  Bepxe - (IgA - HedponaTug, wupeonaTuydeckass BO3BpaTHas
MaKpPOreMaTypusa, O0YaroBbl MpoandepaTuBHbIM rnomepynoHedpuT) -
3aboneBaHne knybo4ykOBOro anmnapata MOYKM C  Me3aHrmasibHbIMU
OT/IOXEHUAMN  IgA, OCHOBHbIM  MPOSABNEHUEM  KOTOPOro  SBNAETCH
peunanBupylowas rematypus.

ITOT BWA rnomepysioHedpuTa ABASETCA CaMbiM PACrpPOCTPAHEHHbIM B
mMupe: 3aboneBaemMoCTb OLEHMBAETCA Kak 5 cnyyaes Ha 100 000

Copyright @ 1998 by the Mational Kidney Foundation

2 Copyright @ 1998 by the National Kidney Foundation




bone3Hb bepxxe, unu IgA-Hechponamus

1 NMPUYnHLI

1 dtmonorusa - Bupycel renatuta B, repnecsupycobl -
Baktepun — E. coli, rpubbl, nanoyka Koxa - lNuuieBble
6enku (rnoTeH, nakrtoansbymnH) - Onyxonu
NMMMJQONOHON TKaHN — nMMdOorpaHynemaros,
numdooma.

0 NeHeTU4yeckme ocodbeHHoCcTU ® BbigBneHa accoumauynd
mvexay IgA - Hedpputom n Hanndmnem Ar HLA - DR4, a
Takke HLA - BW35 - Bo3aMoXHbl cemMenHble criyyam -
BbiaBneHa cBsA3b nporpeccupoBaHna IgA - Hedpponatum
c nonumopdunamom reHa Allo.

\



bone3Hb bepxe, unu lgA-HedponaTna - natoreHes

|IgA BblpabaTbiBaeTCs B OCHOBHOM CIU3UCTbIMW; TONbKO 1/3 —
numdoumntamu.

MoHomep IgA — n3 2 Tsxkenbix uenen (a1 v a2) n
2 nerkmnx (K un A)
YcunmneaeTcsl CMHTE3 TONbKO FIerknx uenewu
OtnoxeHune UK c IgA npenmyuecTBEHHO B ME3aHIMN MNoYvekK

[Mpeanocbinku ang otnoxeHua IgA-UK: B Mme3aHrum aHomanbHbIN
KonnareH 3-ro Tuna (B HOpMe ero HeT); 3Ha4YnTenbLHoe | unu
Nc4Ye3HOBEHME aHMOHHbLIX y4acTKOB Ha lamina rara externa
rmomepynapHon bM

Y 22% 6onbHbIX ¢ IgA-I'H — geno3ntel IgA B cocyaax koxu 6e3
FMCTONOMMYECKNX NUBMEHEHNIN B KOXE

Ponb oedeKkToB CMHTE3a KOMMOHEHTOB KOMMNemMeHTa (bonesHb bepxe
= rMNOKOMNIeMeHTeMuUsi CUHTe3a)




bone3Hb bepxxe, unu IgA-Hechponamus

1 BoiaenswT 2 nsotuna IgA - IgA1 n igA2

1 1IgA2 pe3ncTteHTeH K bakTepuarnbHbIM NpoTeasam;
KpOMe TOro nnasmartuveckue KneTku, npogyuupyrowime
9Ty MOJieKkyny, accounmpoBaHbl C UMMYHHOU CUCTEMOW
CITM3NCTLIX 0DOMNOYEK.

1 IgAT1 - cekpemopHbIU U CbIBOPOMOYHbLIU.

1 B Hopme cekpemopHbiu IgAT1 npeobnagaeT B CritOHe,
OpPOHXManbHOM CEKPETE,, CEKPETE MOYEBBLIBOAALLNX
nyTen, Cres3Hou XuagKkoctu, Mosfio3nee, rpyaHOM MOJSOKE.

1 Ha ponto ceieopomoyHozo IgA1 = 13% ot obuiero
KonuyectBe uupkynupyrouwero IgA.

\



bone3Hb bepxxe, unu IgA-Hechponamus

1 3 aTana pas3BuUTUA NOYEYHOro NoBpeEXOEeHUS:
1. Heno3uuymsa IgA B me3aHrnyme

2. Pa3BuTue noBpexaeHna mesaHrmyma ms-3a
B3anmoaemncTtensa IgA1-cogepxxalmx KOMMeKCoB CO
cneunuyecknmm peuentopamm n/mnmn 3a cyer
npuBnevYeHns KOMNOHEHTOB KOMIMJSIEMEHTA

3. HakonneHme MMMYHHbIX KOMMIIEKCOB B
Me3aHrnmanbHOM NPOCTPAHCTBE MMOMEpPYI U
nporpeccnpoBaHme No4Ye4YHoro NoBpeXaeHus




bone3Hb bep)xey unu IgA-Hecbponamus
KJTUHU4YeCKue eapuaHmbi

1 1.PeunamnBupytollas makporemaTypus

1 2.EONHCTBEHHbIN 3aNKU304 MakporemaTtypumen ¢
nocnenyoLen nepcnucTeHumen MmkporemaTypum

1 3.beccuMmnToMHasi MUKporemMaTtypusa + NpoTeENHYpPUS
(<2,5 r/cyt.)
1 4.Bo3moxHo passutne HC - nnoxon nporHOCTUYECKNU
NpU3HaK

\



bone3sHb bepxxe, unu IgA-Heghponamus
Kpumepuu rnpoz2peccuposaHus

1. CknepoTun4yeckme n3amMeHeHmsa Knyobo4kos

0. -=-»---»---» B COMETaHuun nponudepaumm mMesaHrmsa co
ckneposom 20% rromepyrn

3. nomepynspHble nonynyHus

4. ApTepunanbHas runepTeH3ns

5. [lpoTenHypus

6. MyxXcKou non

7. B3spocnbi BO3pacT K MOMEHTY Hadana 6onesHu

\



bone3Hb bepxe, unu IgA-Hegpponamusi
duacHoCMuka

. KnuHnyecku - gudpdpepeHymansHbin anarHo3 ¢ MKb,
remopparmyeckmmm UMCTUTamMmm, OHKONaTonornen

MOY€EBOIO My3bIps

. MImmyHodntoopecueHTHOe n3yyeHne buontara

3. Tpwn oTcyTCcTBUM BUONCUM NOYKU — BUOMNCUSA KOXN

4. Onpepenenve IgA B cbiBOPOTKE KpoBU (He
NOCTOBEPHO) U B CMNIOHE

5. CHWMXeHne KoMNnrieMeHTapHOM akTUBHOCTU CbIBOPOTKM
KPOBMU

\
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bone3Hb bepxe, unu lgA-HedpponaTtus
rie4yeHne — CTporo MHAUBMAyanbHO

* lHoraa addeKTUBHbLI aHTUBMOTUKOTEPANUNA UM UBMEHEHWE ONETDI

* BornbHbIM C 30NTMPOBAHHOW remaTypmen HasHadarT NHIIMbuTopbl AP
nnn GnokaTopbl KanbUMeEBLIX KaHANoOB HEQUTMAPONUPUAOVMHOBOIO psaa,
aunnupuaamor

* [pn npoTenHypun donee 1 r/cyT., HapyLLeHUN OYHKLMIA MOYEK,
apTepuanbHOU rMnepTeH3nmn, oTekax nnm MopdororMyeckmux npnusHakax
aKTUBHOCTU OONOMHUTENBbHO HasHavarT K: npegHn3onoH B go3e 60 mr/cyT.
4yepes AeHb B TeyeHne 3 MecC. C NOCTENEHHbIM CHMXKEeHMeM 403bl

* [Npn npoTennypun donee 3 r/cyT. unn HedppoTnveckom cuHgpome — K,
LMTOCTATMKU, B T.4. NYSIbC - Tepanua uuknocnopuHom. JledeHue XI1H.




lMpakmuyeckuu nodxod k mepanuu IgA-Heghponamuu 0o
noJsiy4yeHus pe3ysibmamoe uccriedoeaHull
J.Floege, F. Eitner, 2009

Knunu4yeckuu eapuaHm

lIpednazaemasi mepanus

BeccumntTomMHas nsonupoBaHHaga
MukporemaTtypua (M)

He TpebyeT neyenus. ExxerogHoe
HabnaeHne

[MpoTenHypna<0,5 r/cyt 6e3 MIT
CK® - Hopma

He TpebyeT neyeHus. ExxerogHoe
HabnaeHue

[MpoTenHypusa >1,0 r/cyt; 6e3 Ml
CK®- Hopma nnn >30 Mn/MuH

PeLwinTb BONpoc 0 MMMYyHOCYnpeccum
(KopTukocTepouabl)

Hedpotnyecknm cuHapom

Bonpoc: HeT N1 coyeTaHua c
6one3Hb MMHMMAanbHbIX U3MEHEHUN

CK® < 30 mn/MuH

OnTnmmnsaums nogaepxmBatoLLen
Tepanuu

bbicTponporpeccupytoulias
noyey chyHkuma ¢ >50%
NONYNYHUA Uin
KNnyoOo4KkoB

ObcyxaeHune Tepanmn kak AHLLA —
accoLMMpOoBaHHbIX BACKYNNTOB




bone3sHb bepxxe, unu IgA-Heghponamus
me4yeHue, rMPo2Ho3

1 TeyeHue peumgusmpyroLlee

1 Ucxon B XITH - yepe3 10-15 net

1 BoamoXHa cnoHTaHHaa peMunccus.

1Y geten NporHos nydule, Yem y B3pOChbIX

\



BTOpnUYHbLIN

rmomepynoHepuT
b )




lopakeHue no4vek npu CKB -
20-80% cny4aes

1 Jlronyc-HepUT N remaTtornorm4eckum CUHAPOM
npn CKB - Beayuime B onpegeneHnm TaXecCTu,
nHBanugmnsaymm 1 NpPorHoasa.

1 Cpean OCHOBHbIX NpUYnH cMmepTHOCTU npu CKB
NMAONPYIOT NoYeYHas He4OCTaTOMHOCTb U/Unu
cencuc

—



CucmeMHasi KpacHasi e0J14aHKa

7 CMMNTOMOKOMMJIEKC, NMPWU KOTOPOM MOpaXKatoTCs MHOrve
CUCTEMbI W OpraHbl, XapakTepuayeTcsa Hann4ymMem B
LIMPKYNSLUUK aHTUTEN, HanpaBreHHbIX NPOTUB OJHOro
UM HECKONbKNX KOMMOHEHTOB KITETOYHbIX AAep
opraHmsma

0 AHTUHYKNeapHble aHTuTena (AHA) asnatoTcs Hanbonee
N3BECTHbIMU cpean Hux (peako Bctpedatotcss AHA-
HeraTUBHbIE CIy4Yaun ¢ JOCTOBEPHO ycTaHoBrneHHon CKB).
(O0Hako AHA Harnpsimyro He 808/1e4EHbI 8 M1amo2eHe3
3abonesaHusi)

1 PasnunyHble NpoABIIEHUA 3a6OJ'IeBaHVIFI, no-sManMomMy,
O6yCﬂOBJ'IeHbI HaJTIM4nem pa3HbIX TUIMOB aHTUHYKITE€EAPHbIX
adHTUTEeIN N reHeTN4eCKNX MapKeponB

(CKB - amo epynna 3abonesaHuli?)

e
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Imuosiocusi Heu3leecmHa

1 B 3anycke natonornyeckoro npouecca npu CKB
NPUNUCLIBAETCA Porb NHAEKLMOHHBIM areHTam
(TyOepkynesHas nanodka, petposupyc, E. coli...)

1 CylwecTBYyeT reHeTM4eckasa npeapacrnonoXeHHOCTb
K 3aboneBaHuio (y 0gHOANLOBbLIX 6nrM3HeLoB
nMmeeTcs

50-70% BeposiTHOocTU 3aboneTb CKB npu Hannuum
3abonesaHuns y apyroro 6nmsHeua).

1 CKB accounmnpyeTcsi ¢ aHTUreHamMmm TKaHeBOW
rmctocoBmectumoctu (HLA-DR3, HLA B8 u
KomririemeHm A4 gerngromcs gpakmopamu pucka
ons pazsumusi CKB y xeHwuH 6ernou pacsbl).

1 CKB accoummpyeTtcsi ¢ BPOXOEHHbLIM U
NpModpeETEHHBIM OeULUMTOM KOMMSIEMEHTA.

\
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Kputepun aMepukaHCKOM accoLmaLumm
pesMmaTosnioros (ARA)

Kputepuun APA 1982
(obHoBNEHbI B 1997 1.)

[MosgcHeHuns

1.00TOYYBCTBUTENBHOCTb

(DOTOLIYBCTBVITEJ'I bHA4A CbilNMb KOXU

2.babouka

[1nockaq nnu BbiCTynarowasa Hag KOXel SPpUTEMA

3.[lnckonaHas cbinb

[MpynoaHATa HaZ NOBEPXHOCTbIO KOXM

5.ApTpuThI

Hesppo3uBHble, nepuepnyeckne cyctasbl (2+)

6.Cepo3unThl

[neBparnbHble U/UNK NepUKapaMasbHble

/.lNopaXkeHue noyek

[poTENHYPUS U/UNKN KNETOYUHbIE LIMINHAPDI

8.HeBponornyeckune
HapyLLUEeHUs

Cyaoporv unm ncmxosbl NpU OTCYTCTBUU APYrUX
NPUYMH

9.FemaTonorny. HapyweHus

[[emMonus, umuToneHus

10.«/IMMyHHbIE HapyLLUEeHUs>»
(nepecmoTpeHbl B 1997)

Anti-ds DNA, anti-Sm, aHTuTena Kk goconunuaam
(ACAs, LA, nnun noxHo+ RW)

ACA =
BOTYAHOYHbIN

ena K kapauonununy; ds DNA — asycnivpanbHasa OHK; LA —




Yacrora B KJINHUYeCKasi 3HAYMMOCTh aHTuTea npu CKB

Qacmoma
Anmumeno (%) Knunuueckaa 3nauumocmao
0

AHA 99 Brbicokasi 4yBCTBUTEJIBbHOCTh, HU3Kas ciennuuanocts 1ias1 CKB; uckaouurb
Apyrue NpUYUHbI MOJ0KUTEIBLHOr0 TUTPa AHA; 7% 310poBBIX MOI'YT UMETH
MOJIOKUTEJIbHBIH TecT Ha AHA

Anti-dsDNA 40 Cnenupuunocts 95% nass CKB; THTPBI 4aCTO KOPPEJMPYIOT ¢ AKTUBHOCTHIO
3a00J1eBaHUs; ACCOLMUPYETCS € IIIOMepy10HeppruTOM

Anti-Sm 30 Bricoko nocroBepHna nisa CKB; acconunpyercs ¢ anti-RNP anturenamn

Anti-RNP 32 AcconmupyeTrcsi ¢ CMEeIIaHHBIMHU 3200/1€eBAHUAMM COCAUHHUTEIbHON TKAHH
(manp., CKB, muo3utshl, ckjiepoaepmusi), anti-Sm aHTuTe 1aMH1

Anti-Ro (SS-A) 35 Accounupyercs ¢ cuaapomoMm Ilerpena (cyxoii kommiekc), SCLE,
(oTOUYBCTHBTEIBHOCTHI0, HEOHATAIbHOM BOJYAHKOM

Anti-La (SS-B) 15 O0b14HO acconnupyercs ¢ anti-Ro (SS-A) anTuTe1aMH; ACCONMUPYETCH C
cunapomom lerpena (cyxoit kommiekc), SCLE, ¢poTo4yBcTHBTEIbHOCTBIO,
HEOHATAJIbHOI BOJTYaHKOM

Antihistone 70 Accouuupyercs ¢ BOJYAHKOI, BLI3BAHHOM JIeKAPCTBaMH

APL-agTuTena 30 (50) AccounupyeTcs ¢ apTepHaAJTbHLIMUA U BEHO3HBIMH TPOM003aMHU, IOBTOPHBIMH

(aCL, LA) CIMOHTAHHBIMHU BBIKH/IBIIIAMHA

b




BosiyaHOYHbLIU HEegbpum

Kn |Mopgbonoausi | Knunuvyeckue nposieneHust
acc | Knybo4kos
I MuHMManbHbLIN [TpoTenHypua oTCYTCTBYET UNu crenoBas
Me3aHrmanbHbIN
1 Me3aHrmnarnbHbIn [MpoTtennypua < 1 r/cyT, umnmuagpypusa, CKO B
nponudgepaTmnBHbLIN HOpMe
[ dokanbHbIN [MpoTennypus 1-3 r/cyT, uunuHOpPypuS,
apuUTpounTypusl, cHmxkeHne CKoO
IV Oudpdy3HbIN ATl, npotennypuga > 3 r/cyt, HC, npu Hanm4nu
nonynyHmn — bINIrH, CK® cHmxeHa
V MembpaHO3HbIN [MpoTtennypua > 3 r/cyt, HC, cHmxkeHne CKOD
VI Oaneko 3awepLuas Arl, nporpeccupytowtaga XIH
VA the classification of LN, JASN 2003 15:241-250




CucrtemMHan cknepoaepmus
nopaxeHue rnoYyekx

0 MNopaxarTca cocyabl; yronuweHne bM knybouka;
1 momepynocknepos; | NoYe4YHOro KpoBOTOKA.

1 AHrnorpadounyecku: KOHCTPUKLMNSA BHYTPUOONbKOBbIX
apTepun (TOT e npouecc, YTo B NanbLax pyK —
«CUCTEMHbIN CUHOPOM PenHo».

0 KnuHnyecku: ctonkasa Al + 6eictpas XINH — ocHoBHas
npuynHa rmbenm 6onbHbIX CUCTEMHON CKNEpPOoaEPMUEN.

\



HacnepcrtBeHHbIN HeppUT

[eHeTUYeCKN oeTepMMHUPOBAHHbIE
HEMMMYHHbIE rromMepynonaTtum, npoTeKarLme
C remaTypueu, NporpeccupyroimmMm CHMXEeHNeMm

NoYeyHbIX PYyHKLUN

Yactota HH (Mo Poccun) 17 Ha 100 000
NEeTCKOro HaceneHus

\



HacnepncrtBeHHbIN HehpUT

7 FeHemuyeckass ocHoga — Mymauusi 8 2eHe
a-5-uenu konnaegeHa IV muna
KonnazeH IV muna yHusepcaneH 0rnsi basarbHbIX
MembpaH
* ro4Yyku
* KoxrieapHo20 arnnapama
* Karicyrbl Xxpycmarsuka, cem4yamku U po2o8uubl ara3sa
(OoKka3aHO MOHOKJTOHalIbHbIMU aHmumersnamu
rnpomue 3mou ghpakuuu KosisiazeHa)
Lo 20% - crioHmaHHbIe Mymauuu
[lymu nepeda4u: aymoCcoMHO-00MUHaHMHbIU,
aymoCOMHO-peueccuUsHhbIlU
OOMUHaHMHbIU cuerneHHbIU ¢ X-XpomMocomou




HacnepcrtBeHHbIN HeppUT

7 3 KINUHU4YecKux eapuaHma:
1 CuHapom AnbnopTa
1 HH 6e3 Tyroyxoctu

1 CemenHasi nobpokavyecTBeHHas
remaTtypus

\



CUHLOPOM AJIBITOPTA

CuvHapom Anbnoprta HacrneactBeHHoe (OObIYHO
cuenneHHoe ¢ X-xpomocomoun) 3aboneBaHue,
Xapakrtepusyruieecs naTosiormen rromepyn w

4aCTO accouunmpymuieecs C HapyweHnsamMum criyxa
U NOopaxKeHNAMMU rna3

\



CUHLOPOM AJIBITOPTA

[lepBOoe onucaHne cembn, B KOTOPOU Habntoganuch
crnyyam remaTtypum B HECKONbKUX  MOKOSTIEHUSIX
npuHaanexut L. Guthrie (1902). A. Hurst,
npogorkad  HabrnogeHme 3a 9TOUM CEMbEW,
npocnegun pasBuUTUE Y HEKOTOPbIX €€ 4YNeHOoB
ypemuun (1923). B 1927 r. A. Alport otmeTun, 4to y
HEeCKOIbKNX POACTBEHHMKOB TOW XX& CEMbU UMEETCS
TYrOyXoCTb, a Ypemuss pasBUBAETCS paHblle V
MY>KUYMH, YEM Y XKEHLLNH.

Nenamosa M.C., 2000




CUHLOPOM AJIBITOPTA

CuvuHapom Anbnoprta nMpuUYMHa TepMUHalNbLHOW
no4ye4yHoOU HegocTaTo4yHocTU y 2,5% pneten m 0,3%
B3pPOCIbIX

YacToTa cuHapoma AnbnoprTa:
B CLUA 1:5000 — 1:10 000

B Poccun 17:100 000 geTckon nonynauum

\



CUHOPOM AJIBITOPTA

B ocHoBe reHeTuyeckmum pAedekT NpUBOAALLMU K MaTONOruu
konnareHa IV Tuna, Bxogsauwero B coctaB 6a3arnibHbIX MeMOpaH
Kanunnapos Kryobou4ka.

B cocrtaB konnareHa IV Ttnna BxoauT wWwecTb anbda uenew
(anba-1 — anbda-6) n Kaxxpgaa MoneKyna KosnmnareHa COCTOUT U3
Tpex ueneu.

llecmb 2eHO8 kKosinna2ceHa muna IV pacnosioxeHbl nMonapHoO Ha
mpex XpoMOCOMaXx.

NeHbl COL4A1 COL4A2 pacnonoXxeHbl Ha 13- XxpoMocome

NeHbl COL4A3 u COL4A4 Ha 2-u xpomocome

feHbl COL4A5 n COL4A6 Ha gnuHHOM nne4vye X-XpOMOCOMBbI
(nokyc Xq 21.3)

CvHapoMm Anbnopta, cuenneHHbin ¢ X-XpoMocoMou -
accouumpoBaH ¢ mytauuen COL4A5 nokyca

CvHpgpom Anbnopra C ayTOCOMHO-peLEeCCUBHbIM  WUINKU
ayTOCOMHO-AOMWHAHTHbIM TUNnamu HacnepoBaHUSA -
oBaH ¢ wmyTtaumsamu COL4A3 u COL4A4 nokycos,
pacnonoxe 2-1 XpomMocome



CUHLOPOM AJIBITOPTA

(Mopgbosiozusi)

lpu ceemoeoU MUKPOCKONMUU U3MeHeHUs1 He creuyugu4Hbl

Y maneHbkux geten (< 5 nert) omontatbl MOryT BbirnsaaeTb HOpMaribHbIMU
Unu 6yIM3KUMKU K HopMme (BO3MOXHO BbISIBfieHUE HeAopa3BUTHIX KIyOOYKOB,
pacnorioXXeHHbIX MOBEPXHOCTHO U (UNN) NEHUCTbIX KIeTOK B UHTEPCTULIUN.

B 6onee cTapliem Bo3pacTe - Me3aHrManbHas nponudgepauus, yToniieHme u
paccnoeHue 6asanbHbiX MeMOpPaH, cerMeHTapHbIA U rMoGanbHbLIN CKNepos
KNy6o4KkoB, TyoynsipHasa aTpodu1a, MHTecTUUManbHbIN (pubpPo3, NnoKanbHbIe
yTOsLEeHUs 6a3anbHbIX MeMOpaH KaHanbLueB, Hanu4yue NeHUCTbIX KMeToK B
WHTEePCTULUMN.

Mo wM™Mepe nporpeccupoBaHuss dQopmMmmpyeTca KapTuHa  oKarnbHO-
CerMeHTapHoro wunu rnodanbHOro rrfiOMepynocKkneposa C€ Hanuumem
rmannHo3a, oco6eHHO npu He(ppoOTUYECKOM YPOBHE NMPOTEeUHYPUNn




CUHLOPOM AJIBITOPTA

(Mopgbosiozusi)

UmmyHopriroopecyeHmHoe uccriedogaHue, Kak npaeusio, He2amueHo
U3penka BbisBnarTcs otnoxeHus C3 n IgM — pasnnyHon nokanusauum

Y He3HauYUTeNbLHOMW YacTu 6OMNbHbLIX OOHaPYXMBaIOT aHTUTesNa K 6asanbHbIM
MeMOpaHaM Kanunnapos Knybouka

Ucnonb3oBaHne aHTUCBLIBOPOTOK K cyobeauHuuam konnareHa IV Tuna
BbIABNAET COXpaHHOCTb anbda-1 uenu m orcyrcreBme anbdga-5 n anoha-3
uenen B FBM 605nbHbIX My>X4YMH ¢ X-XpOMOCcOMa cuensieHHbIM He(ppnUTOM.

Y naumeHTOB C ayTOCOMHO-peLiecCCMBHbIMU hopmamu 6one3Hun AnbnopTa
oObI4YHO oTcyTcTBYHOT anbda-3 uenu B [BM, HO coxpaHseTcsa
MMMYHOpPEeaKTUBHOCTb anbda-5 uenen B kKancyne boymeHa, cobupatenbHbIX
TpyOKax u Koxe.




CUHLOPOM AJIBITOPTA

(Mopgbosiozusi)
Ar1eKMPOHHasA MUKPOCKOMUS

B HayanbHbIX cTaguAax 3aboreBaHUsA MOXeT BbIABNATLCA TONbKO YTOHYEeHUe
'BM, npakTU4yeCKM He OTNNYMMOE OT U3MEHEeHUU NpUu OONEe3HU TOHKUX
MeMOpaH.

B Oornee no3gHMX cTagMax XapakTepHbIMM CUYMUTAKOTCA YTONLWEHUS,
YTOHYEHUSA, CIIOUCTOCTb, pacuienneHne FBM. OgHako n 3TM M3MeHeHUN
HeAoOCTaTO4YHO cneunpunyHbl U MOryT BCTpe4yaTbCsl Y JNIIOAEU C OTCYTCTBUEM
cemMenHon wucTtopum Hedpputa. B TakKux crnydyaax MOXHO npeanonaratb
HanMuue HocuTenbCTBa Ae(eKTHOro reHa y poautTenen wunu nosiBneHue
HOBOW MyTauUuMW.

QHaotenun NK oobIYHO UHTAKTeH. MoxeT HabnAaTbLCA CrIUSIHUE HOXKOBbIX
OTPOCTKOB noaoumntoB B obnactun nospexaeHun N'bM. Me3aHruu, o6bI4HO He
U3MEHEH Ha paHHUX cTagMAX, HO MO Mepe nporpeccMpoBaHUA 3aborneBaHus
MOXET BbISABNATLCA €ro paclwupeHne u UHTeprno3numa B CTEHKU
Kanunnapos, a Takxke nponudgepaunsa Mme3aHruaribHbIX KNeTokK.




YNbTpacTpyKTypHble U3MEHeHus

'BM npu cuHapome Anbnopra.

| YTOmtigHa, croucTa, ¢ HepOBHbLIMU KOHTYpamy (yB. X 9000)

BM



CuHapom AnbnopTa - KNMHMKA

[lepBble cCMMNTOMbI — B NepBble 3 roga XXU3Hu, cry4yamHo npu
nccnegoBaHuUM aHanmsa Moyu

[emaTypusi ctomkas, pasHou ctenenu, B 100% cnyyaes,;
ycunueaetca npu OPBU, dunsndecknx Harpyskax, ctpeccax

[MpoTenHypusa B Ha4ane HenocTossHHas, MPOrpPeccupyeT co
BpEMEHEM

CHmXeHne cryxa B HadanbHOW ctagun — TOMNbKO Mo
aygmorpamme (HadnHas C BbICOKMX YacToT)

B nybepTaTHOM nepuoge — MHTOKCUKaUUS , MblLLIeYHasd
cnabocTb, apTepuarnbHas rMNOTOHUA, | napunanbHbIX
doyHKUMN noyek

B 20% n3meHeHunsa opraHa 3peHuns (aHoManuu xpycranuka,
KaTapakTbl, rpaHynsuum B obnactu XXenToro tena)




CUHOPOM AJIBITOPTA

(KnuHukKa - 2)
Bo3MO)XHO pa3BuUTue HePPOTUYECKOro cnHapoma

[MNepTeH3nda, Kak rnpaBuso, BbISIBNAETCA B NO3OHUX
cTaausax sadboneBaHud

Y MyXYMH noyeyHas HegocTaTOYHOCTb OBObIYHO
nporpeccupyer MegneHHo 1 WU gocturaer
TepMUHanbHou B Bo3pacte 16-35 ner

OnuncaHbl clny4vau OYeHb Meas1IEHHOro
nporpeccupoBaHnsa ¢ goctmxkeHnem TT1H B Bo3pacTte
45-65 net

3aboneBaHne NpoSABNAeTCA TOMbKO Yy  4acTu
XXEHLUWH, HO N Y HUX BO3MOXHO passutue TI1H




CUHLOPOM AJIBITOPTA

(KnuHuka-3)

LHacmoma ebisierieHuUst HelpOCeHCOPHOU a/1yxombl cocmaersem
30-50%

HapyweHnsa cnyxa scerga conpoBoXaatoTcs natonormen noyek

TsaKeCTb HapyLLeHU crnyxa BapunabenbHa (0T USMEHEHWUN TOSTbKO
Ha ayguorpamMmme 0 NOofHOW rmyxoThl)

ABHbLIX HapyLleHU BECTUOYNAPHOro annapara o0bI4HO HET
[lamorioausi opeaaHa 3peHus sbisierisemcs 8 15-30%
Haunbonee xapakTtepHoe HapyLleHne —

nepeaHun NEHTUKOHYC (BbINAYMBAHNE LIEHTParbHON YacTu
XpycTanvka B NnepeaHor Kancyny); KepaTokoHYC; MUIMEHTHbIN
PETUHU Us, KaTapakta, amaBpo3 U ap.




IunarHocTuka HacneacTBeHHOro HeppuTa
(cuHgpoma AnbnopTa)

HeobxoamMmo Hannyue Tpex U3 crieayrLwmx naTm
NPU3HaKOB:

- rematypusa unu netanbHbIn ncxoq ot XINH B cembe
-- remartypua un (UnNu) NPOTENHYPUS B CEMbE

-- cneundundeckne wusmMeHeHmsa bM rnomepynapHbIX
Kanunnapos Npu 3nekKTPOHHON MUKPOCKOMUK

--CHW)KeHue criyxa no gaHHbIM ayguorpagpun

--BpPOXAOEHHAA NaToriornd 3peHn4d
Kashtan C et al., 1993




IunarHocTuka HacneacTBeHHOro HeppuTa
(cuHgpoma AnbnopTa)

leHeTn4yecknn CKpUHUHI [cnHapoma AnbnopTal
3aTpyaHeH WU3-3a Hanumuuma Oonbloro 4ucna
MyTauum u oTcyTcTBUA “ropaudmx Tovyek” (hot spot —
Y4Y4aCTKOB TreHomMa Haubonee noAaBepPXeHHbIX
U3MEHEeHUsIM)

Appel GB et al, 2004

B nocnegHue roabl npeanpuHUMAaloTCA MOMbITKU
AWArHoOCTUKM cuHapoma Anbnopta € MOMOLWbIO
OMNOMNCUN KOXM




JleueHne cnHpgpoma AnbnopTa

1 He pa3paboTtaHo

1 PeHonpoTtekumsa (manobenkoBasa aueTta, MHIMOUTOPBLI
Al®d, koppeKkumsa apTepmanbHON rmnepTeH3nn)

1 3amecTuTenbHaa no4yeyHasa Tepanua (remoguanmas,
TpaHCnnaHTauusa novkn™)

*flocne mpaHcnnaHnmayuu 8 3-4% cny4yaee pa3eusaemcs
a2/1o0MepyrioHebpum ¢ aHmumesnamu k 6asanbHolu membpaHe, 4mo
e 76% crniydaee sedem K nomepe mpaHcrsiaHmama [803MOXXHO
nomomMy, 4mo e 300poeol ro4ke umeemcsi asnbgha-3 uenb
konnazeHa muna IV, komopass omcymcmeayem npu 6onbwuHcmee
eapuaHmoe cuHiopoma Anbriopma. [loamomy op2aHU3M Ha4YuHaem
eocrnpuHuUMamsp asnib@ha-3 uernb Kak Yy>kKepoOHbIlU aHMU2€EH,

1 LunknocnopuH A (BblCOKA BEPOATHOCTb
HEPOTOKCUYECKNX OCINOXHEHWI)

1 CTaTuHbl




Bone3Hb TOHKOM 6a3anbHon Mmemo6paHbl (BTBM)
(“0ob6pokayecmeeHHasi cemeliHass 2emamypusi”)

1 BTBM  paccmaTpuBaeTcad  Kak  COCTOdAHWME,
Xxapaktepuaywuwieeca YyToHdeHnem [BM npwu
OJIEKTPOHHON MUKPOCKOMUMU, KITMHUYECKM
nposBnAaroLIeecs U30NMMPOBaAHHOU remaTtypuen,
4yacTo HabngarWwencs y YreHoB OOHON CEMbMU,
npu omcymcmeuu 3AKCcmpapeHasibHbIX
rnposiesieHuu.

—



bone3Hb TOHKOU ba3anbHOU MeMOpaHbI
(BTBM)
(“OobpokayecmeeHHas1 cemeliHasi

2emamypus’™)

17 Tem He MeHee npu anuTernbHOM HabnaeHun y
30-35% naumeHToB ¢ BTBM MoOXeT BbIgBNATLCSH
apTepuanbHasi rmnepTeH3ns

—



bone3Hb TOHKOU ba3anbHOU MeMOpaHbI
(BTBM)
(“OobpokayecmeeHHas1i cemeliHasi

2emamypus’™)

1 ['eHeTn4Yeckme mnccrnegoBaHUA CBUOETENLCTBYHOT O TOM,
yTo BTBM - reHeTn4yeckn reteporeHHoe 3aborieBaHue,
KOTOpoe  Yalwle  Hacrnegyetcd NO  ayTOCOMHO-
OOMWHATHOMY TUMNY, KOTOPbIN peako HabntogaeTtcs npu
cuHapome Anbnopra.

1 1o kpanHen mepe B Yactu cnyvyaeB BTBM moxeT ObITb
ceasaHa ¢ myTtauusamm COLA3/COLA4 reHoB, 4TO
NO3BOMSET BKMNOYUTL €€ B rpynny 3aboneBaHun
KonnareHa tuna |V

1 Hekotopble nauueHtel ¢ BTBM  wmoryt  ObITb
reTepo3nrotamm ayToCOMHO-PELECCUBHbLIX BapMaHTOB
cuHapoma AnbnopTa

\



bone3Hb TOHKOU ba3anbHOU MeMOpaHbI
(BTBM)
(“OobpokayecmeeHHas1 cemeliHasi

2emamypus’™)

1 bTBM, no Buanmomy, He aBNAeTCA OYeHb pegknm
3aboneBaHNEM, NOCKOMbLKY ee NMpusHakm npu
3NIEKTPOHHOMUKPOCKOMNMYECKOM KccneaoBaHum
buonTtaTta moryT BeisBnATLCA B 0,8-11% cnyyaes
Yy NauneHTOB C N30JIMPOBaHHOU remaTypuen.

—



bone3Hb TOHKOU ba3anbHOU MeMOpaHbI
(BTBM)
(“OobpokayecmeeHHas1 cemeliHasi

2emamypus’™)

1 Hactota BbigaBneHna bITbM, no Bugnmomy,
YBENUYMBAETCHA C BO3pacToOM U 3TO 3aboneBaHune
yalle BCTpevaeTcqa Y MY>XYNH, YeM Y KEHLLVH.

—



Bbone3Hb TOHKOM 6a3arnbHON MeMOpaHbI
(BTBM)

1 ADCOMIOTHO YEeTKOU rpaHu Mexay
cuHgpomom Anbnopta wu bITbM
TOHKMX MemMOpaH B HacTodllee

BpeMs NpoBeCcTn Hemnb34!
UK.

\



lMoopocmok 17 nem
XXanoObl Npu NOCTYyNNeHNn

InMn3ognyeckne rosioBOKPYKEHUSA, Yalle B Be4vepHee
BpemMs, 6e3 YETKOM CBSA3U C PU3NYECKON HArpPy3KOMW.

annsognyeckne nogvemol A po 150 mm prT.cT.,
CyObLEKTMBHO NepPeHOCUMbIE YOOBIIETBOPUTESbHLIE

—



AHaMHe3 3aboneBaHus

o C Bospacta 1 r otmevaetcsa mukporematypus (1-6 B n/3p)
1 C 14 net napacTtaHnue rematypumn go 40-50 B n/3p.

0 Fematypusa perucTpupoBanacb y MaTtepu nauueHTa, a
TakKXe ero pogHbIX cecTpbl 1 bparTa.

1 Popgnon 6pat naumnenTa (1984 r.p.) paHee obcnegoBarncs
Ha 1-mM Hedponormndyeckom otaeneHnn Cr16IMY mm. akag.
.M. TaenoBa B 2002-m rogy. [lpoBogunack
Hedpobrnoncust n BbICTaBNANCA AnarHo3 «bone3Hb TOHKUX
MeMOpaH ¢ Me3aHrnanbHoW nponudepaumnen»

\



[MokaszaTenu knuHMYeckoro aHanusa KpoBHU

[Tokaszatenin | 09.01.04 04.02.04

Hb, r/n 150 152

Er, x10"%/n 4,6 4,6

Tr, x10%/n 322 248

Leu, x10%n |6,2 8,0
W 6



Noka3aTtenun cpyHKUMOHArNIbHOrO COCTOSIHME NOYEK NMpPU NOCTYMNMEHUMU

[TokasaTenu 12.01.04

Cr, mmons/n 0,09

Ur, Mmmons/n 4,8

K, mmons/n  |4,9

Na, mmonbe/n | 142,0

Ca, mmonb/n 2,55
CK®, mn/mnu | 106,02

Cllb, r/n Cnepgpbl

CL, n/cyt 1,90




[1aHHblIe OMoNCUU NOYKHU
(15.01.04)

+ CBeTOBas MUKPOCKONUA:

+ B cpesax M03roBon 1 KOpPKOBbIN CITON C YNCNOM KnyboykoB [0
22. Knybo4ykn cpefHux pasMepoB C TOHKMMU pPasBEPHYTbIMU

neTnsamMu. B oTaenbHbIX KIy©o4ukax HabngaeTcs
He3HauYnTenbHaa o4daroBad nponudepaums KNeTok Me3aHrns u
yBenu4yeHue Me3aHrmanbHoro MaTpuKca. BasanbHble

MeMOpaHbl KanunmspoB KIyOOo4KoB TOHKME. PYKCUMHOMUITbHbIE
OTNOXEHNS1 TONMbKO B Me3aHrMn. [uctpodus annutenus
KaHanbLUeB He3HauuTenbHasi, 3epHuctass. B npoceetax
KaHanbLeB BCTpevatoTcsi cBexune aputpoumnTel. CTpoMa TOHKas,
HabntogaeTca TOMNbKO MepuBacKynsapHbIn ckriepol3. Cocyadbl He
N3MeHeHbl. Peakunsi ¢ KOHro-por (-).

1 3aknw4veHue: MesaHrnanbHoO-NponudepaTnBHbLIN
rMOMepPYNOHEQPMUT.




OaHHble 6uoncum noyku (15.01.04) (npoaonxkeHue)

2
<

R0
%

immyHobriroopecueHmHyoe uccriedogaHue buornmama ro4vku

3aknr4eHue: B knyboukax n TyoynomHTEpcTMUManbHON cUcteme
MOYKM  OTNOXEHUA  UMMYHOIMOBYNMMHOB M KOMIOHEHTOB
KOMMNeMeHTa He ODHapYyXXeHO.

OBLUEE 3AKITIOYEHUE: Me3aHrnanbHo-nponudgepaTtuBHbIN
rnmomMmepynoHeqpur.










IlnarHoa3s:

bone3Hb TOHKOM OaszanbHOM MeMbOpaHbl C
Me3aHrmanbHou nponudepaumnen. CoxpaHHagda
dyHKUMA NOoYeK.

\



InarHocTtuka HacnegcTtBeHHOro Hedpurta

1 He meHee 2 BonbHbIX HedbponaTnen B CEMbE

1 'emaTypua Kak BegyLumMn cMMNTOM HedponaTtum y
npobaHaa

1 Hanwnumne Tyroyxoctn xota 6bl y OQHOMO M3 YIIEHOB
cCeMbu

1 Passutue XINH y ogHoro pogctBeHHUKa u bonee

1 B buonTaTte: paclwienneHne rnomepynspHon basanbHou
MeMbpaHbl C UBMEHEHUEM €€ TOSLLMHbI U
HEPaBHOMEPHOCTN KOHTYPOB

\



OndbdepeHumnanbHaa anarHocTukKa
HacrneacTBeHHOro HedpuTta

1 'emaTtypuyeckaa goopma rnomepynoHedputa
1 bones3Hb bepxe

1 ducmeTtabonuyeckas HedpponaTus

—



HacneacTtBeHHbIN HehpuUT
neyeHve u fl-HabnogeHue

1 [eHeTn4yeckoe obcnegoBaHme

1 NonHoueHHOe nNuTaHue

1 AT®, kokapbokcunasa, nupnaokcuH, B15, kapHuTnHa
xnopua. (Kypcbl 2 - 3 pasa B roa)

1 dutoTepanus (kpanuea ABYAOMHasi, COK YepPHOMNO4HOW
PAOWHbI, MNCTbSA 3EMITAHUKN, TbICAYESTNCTHUK)

1 [pn XI'NH - remogmnanna n TpaHcnnaHtauua rno4vku

—



HedpoTnyeckunmn

CUHAOPOM

JNlvnomngHbin HEPO3, NNK
rmomMepynoHedpuUT c
MUHUMabHbIMU NU3MEHEHUAMN



" A
Hedpotudeckum cuHapom (HC) -
CUMMTOMOKOMIMIEKC, AN KOTOPOro
XapaKTepPHbI:

= NPOTEUHYPUA Yy AeTten He meHee 50 mr/kr/244
= rMnoansoymMmHemMua meHee 25 r/n
= rMnepxonecrepnHeMms

s OTE€YHbIN CUHOPOM



B ocHoBe HC nexut npotenHypus,
3aBucsLlas ot HapyLweHun Bernkos,
NoJoLUTOB 1 NOAOLUMTaPHON
onagparmol



CTpoeHune
nogouuTa
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" Fenestrated endothelium

H. Pavenstadt, W. Kriz, and M. Kretzler, 2003; Weiming Yu et al., 2005




A
CTpoeHune nogoumnTa

B Foot processes
with
microfilaments

Major processes
with
microtubules

H. Pavenstadt, W. Kriz, and M. Kretzler, 2003;

C:DCDCD@CDOCDDD
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benkn nogounToB U WEeNeBon MeEMOpaHbI

s HedpuH
s [logouuH
a Z0O1-memMmbpaHHbLIN Denok
x CD2AP (CD2-accounnpoBaHHbIM NPOTENH)
s CuvHanTonoguH
s JlecHuH
s FAT-TpaHCcMeMOpaHHbIN aare3anBHbIN BEnokK



OyHKUMM NoOoLNTOB

x CunHTE3 benkoB rmomepynsapHon basanbHOM
MeMOpaHbI

s PerynmnpoBaHune pactskMmocTn Krybo4KoBOro
Kanunnsipa

s OrpaHnyeHmne nonagaHnsa B MOYEBOE
MPOCTPaHCTBO OTpULIATENBbHO 3apsiKEHHbIX Oernkos



" A
B ocHoBe HC nexunt npotenHypus,
3aBuCSLLAA OT HapyLUeHnn Benkos,

nogoLunTOB U noaounTapHou anadparvol

CUuMnmMoMOKOMIIIIEKC:

rnpomeuHypus + aurnorpomeuHemusi +

+ a2unoarnbbymuHemus (OucrpomeuHemMmus) +
+aunepnunuoemus +aunudypusi + omeku

HC epox0eHHbIU U rnpuobpemeHHbIU

HC nepsuyHbIU U 8MOPUYHbIU

HC 4ucmbil u cmewaHHbIu (+ 2emamypus + Al)
HC nonHbIU U HernorHeIU



HedpoTnieckmm cmHapom

a [lpomeuHypusi — nepeuUYHa
= Y B3pOCIbIX — 3,5 I/CYyTKU
n Y OeTen:
1r/(M? X CYT.)
bonee 50 mr/(kr x 24 4)
6onee 40 mr/(m? x yac)



HedpoTnieckmm cmHapom

s [nnoansobymmHemuns npn HC 30 — 25 r/n

= HapyweHuns nunngHoro obmeHa — 3 Tuna:

m YcuneHue obpa3oeaHuUs 00HO20 U/lU HECKOJIbKUX
Kriaccos /uroripomeuoos

s HapyweHue kamabornu3ma rurornpomeuoos
s VI3mMeHeHUe akmusHocmu ghepMeHmos8

(nunonpomeuHnunasa, rne4eHo4yHas
mpuanuuepuornurnasa)



HedpoTnieckmm cmHapom

s OTEeKM B 3aBrcumocTy oT BHYTPUCOCYANCTOro obbema
XNOKOCTU: rmnepBorieMn4yecKkue,

curioeosieMmu4deckKue
HOpMOBOJIEMNYECKNE

s [1py HC ¢ MMHMManNbHbIMK (NOAOUUTAPHBIMK)
N3MEHEHUAMU — KNACCUYECKNN
rMNoBOSIEMNYECKUNA BapUaHT



" JE—
BpoxxaeHHbI  HpaHTUNbHLIN HC

s 1.[NlepBnYHbLIN:
BpoxaeHHbIn HC donHCKOro tTmuna ¢ MMKPOKUCTO30M

BpoxaeHHbin HC, dopaHuy3cknn tvn ¢ andody3sHbIM
Me3aHrmasribHbIM CKIepo3oMm

BpoxgeHHbin HC ¢ MUHMMaAnbHbIMU Me3aHrmo-
nponugepaTtmBHblMmn nameHeHnamm, ¢CIC

- UHpaHmunbHbIl HC ¢ MUHUMaANbHLIMW ME3aHrmo-
nponudepatnBHoiMn nameHeHnamm, ®CIC (Havarno B
2-3 mecdua)

- 2. BropnyHbin HC — npu reHeTU4YeCKNX aHoOManumax v
NHJOEKLNAX



" JEE
BpoxaeHHbin HC donHckoro tuna
Finnish Type N.S., finnisher Type NS, HeoHaTanbHbIN

Hedopo3

s Yacto — B OGuHnaHgmm (1 : 8200 poxxoeHuin) n B ceBepo-3anagHom
pernoHe Poccum

=  AyTOCOMHO-peLeccnBHoe 3aborneBaHne ¢ npearnonaraemomn
nokanmsaunen reHa Ha 19-n xpomocome

=  Mopdonorus: MMKPOKMCTO3 NPOKCMMarbHbIX KaHambLIEB B
KOPTUKOMEAYNIISIPHOW 30HEe + NPU3HAaKWU HE3PENOCTN KIyOOo4KoB

= KnuHuka: nonHein HC ¢ nepBbIX AHEN XU3HW + remaTypus;
BbIpa)KEHHbIE OTEKN C POXKAEHUS

s Bec nnaueHTtbl — go 25-50% oT M.T. HOBOPOXAEHHOIO

s [locne TpaHcnnaHTauum No4vku - Heppo3s



HC ¢ MUHUManNbHbIMU U3MEHEHUAMW —
nunongHeIn Hepos3 y aeten

s  HC ¢ MUHUMAaBbHBIMU U3MEH. = Minimal change NS
» JIunoudHnbil Hegpo3 = Minimal-lesion nephrosis
s VMOuonamuyeckul Hegpo3 = Minimal change lesion

= HucmbIU HeQpos = Lipoid nephrosis
n [nlomepyrnoHegpum ¢ HC C
Nephros lipoidique

s Hegppomuueckas . MH " _ : _

s [opmoHouyecmeumerbHbit HC epithelial cell dl_sease
s [eHyuHHbIT HC s Foot process disease
s [TlomepynsipHas 6051e3Hb ¢ s Foot processes type

MUHUMarlIbHbIMU U3MEHEHUSIMU
s HC c amonued,

s Amonuyeckut HC

m VcmuHHbIU HC

s Nil disease minimal lesion
glomerulonephritis



" A
HC ¢ MuHuUManbHbIMU U3MEHeHUSsIMU —
JIUNOuoHbIU Heghpo3 y demell

Bospact — 1,5 -7 nert
Manb4ukn : geBoykn = 2 : 1

CeMenHbIN annepronorm4eckun aHamMmHes u
anneprmnyeckne nposierneHns y aeten — B 50-70%

[Mnepnpoaykuua Igk;B natoreHese — 1 Tun
annepruyeckon peakumm pearmHoBoro Tuna +
ONCAYHKUNA T-cucteMbl MMMYHUTETA C
rmnepnpoaykumen nHTepnenknHa-2

AHOManusi cmpoeHusi U hyHKUuU noooyumoas



" J——
HedopoTnyeckmnm cuHgpom - onpegenexHue

Ll HC, npeobnagatowmin B ctpyktype HC y neten 1-14 ner,:
= Havano 3aboneBaHus ¢ 1 oo 7 net B 80%, ¢ 7 0o 14 net — 20-14%
= Yauwe y manbyumkos (2 : 1)
»  CumnTomokomnriekc yncrtoro HC:
[MpoTenHypua 1 r/m?/cyT., unm 40mr/m?/4. f'nunoansbymnHemuns=/ <25r/n.
AucnpotenHemus; rmnepnunmaemus Il a nunn b TMnoBs, oTeEKM.
a OrtcytcTBue remartypun, Al, HapyLleHUs yHKLUMN NoYeK

Q2 [OpPMOHOYYBCTBUTENLHOCTL (HOPManu3auns aHanm3oB MO4YN B CpeaHEM Ha
9-11-n AeHb Ha3Ha4YEeHUS MIOKOKOPTUKOCTEPOUAOB).

Q MwuHMManbHbie 3MEHEHUS NP CBETOBOM N 3NTEKTPOHHON MUKPOCKOMUMN.
a JMHuazHocmuka npu 20pMoHoYyecmeumesnibHocmu — 6e3 6uoncuu!



" A
HC ¢ MuHuUManbHbIMU U3MEHeHUSsIMU —
JIUNOuoHbIU Heghpo3 y demell

s KnuHuka:

omeku npu yodoesremeopumesisHoOM COCMOSIHUU (pbix/ibie
Ms2Kue, acuMmMempuYHbie, NoO8UXXHbIE) 8r10Mb 00
aHacapKu

a A/l 0bbI4HO HOpMasibHOEe

m B wmoue: 6ernok om 4-6 0o 20 2/24 u.
OMH. riiomHocms 8bicokas 1 026-1 030
Mukpozemamypus 8 6-10% criy4aes
neukouyumypus 8 4-9% (numeouyumypus)

m  Bkposu: CO3 50-70 mm; obwuu 6ernok |,
aunoanebymuHemusi 0o 20 a/n (Hopma 35-50 a/n1)

aunepnunuoemusi — 4yepes 5-7 OHel om Ha4arla
OMmeKo8

n [unepgpubpuHozeHeMus — puck mpombo308



HC ¢ MMHUManNbHLIMXA U3MEHEHUAMU —
NMNouaHbIN HEPPO3 Y OETeEN

s fJuacHo3 8 90-95% - no KnuHuke +
OMHoOWeHUe K 2JTIOKOKOpmukocmepouoam:

s [ OPMOHOYYBCTBUTENbHbLIN
s [OPMOHOPE3NUCTEHTHbLIN
s [OPMOHO3aBUCUMBbIU

s broncusa — Tonbko B HEACHBLIX cry4dasXx, npu
PeEdPAKTEPHOCTU K Tepanmu



" J——
HedopoTnyecknm cmuHapom — BapmaHTbl TEYEHUS

s [fopmoHoYyecmeumenbHbIl HC 6e3 peyudusos:
HopMmarsu3ayus Mo4yu 8 medyeHue 4 — 8 Heoersb
2ITIOKOKOpMuUKocmepouoHoU mepanuu,; HacmyrifieHue
rosiHou KriuHuko-nabopamopHou pemuccuu = 20-30%

s Peyuduesupyrowu HC — meHee 2 peuyudusos 3a 6 mec.
usiu MeHee 3 peyuousos 8 200 U

s Yacmo peuyuodueupyrowuu HC — 2 u 6onee peyudusa 3a
6 mec unu 3 peyudusa u boriee 8 meyeHue 1 200a riocrie
ommeHbI 11ubo Ha cmepoudHou mepanuu = 70-80%



" A
HC ¢ MuHuUManbHbIMU U3MEHeHUSsIMU —
JIUNOuoHbIU Heghpo3 y demell

s TeyeHuUe U ucxoobl:

s OcTpoe — cTonkasi KnMHMKo-nabopaTtopHasad PEMUCCUA —
20-30% (oTcyTcTBME NPOTENHYPUU UNU

< 4mr/m?/ yac + anbbyMnH CbIBOPOTKM 0 35 r/n v Bbille)
» Peungmeupytoulee — mMeHee 2 peumnanesoB B 6 MecC.
» YacTto peuugmsupyoee — 2 n bonee peunguea
B 6 Mec. nnu 3 peunanea B rog

N.B.! Bo3moxxHa mpaHcgopmayusi e ®CIC unu e
MeMb6paHO3HYI0 Hebpornamuro



HedpoTnyeckmm cuHapom —
cmepouoope3uUCmeHmMHOCMb

x Omcymcmeue acbgpekma om rnpeoHU30/10Ha 8
MakcumarnbHou 0o3e 60 ma/m?/cym 8 medyeHue 4-8 Heo.

a [Ilpu 20pmoHOpe3ucmeHmHocmu y demeti e debrome HC ¢
coxpaHHoU pyHKuUuel novyek rnokazaHa é6uorncusi 05151 ymo4YHeHUsl
Mopghosiocudecko20 Qua2HO3a U peuweHus1 8orpoca 0 Ha3Ha4yeHuu
yumocmamu4yecKolU mepanuu.

s BpemeHHasi cmepoudHasi peaucmeHmHocmsb npu peuyudusax HC

yacmo obycrioesieHa HacsioeHuUeM supycHou, 6akmepuasnibHoU
Mukomu4eckou uHgekyuu. lNokazaHo obcsiedosaHue Onsi
8bIsi8JIeHUS UHbeKuuUu u UMMyHoO0euyumHo20 COCMOSIHUSI.



Pasnnuymnsa 6enkoBoro cnektpa mMo4vun y AeTen C
HePOTUYECKUM CUHOPOMOM, B 3aBUCUMOCTU
OT OTBETA Ha CTEepOUAHYIO Tepanuio
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HC ¢ MuHuUManbHbIMU U3MEHeHUSsIMU —
JIUNouoHbIU Heghpo3 y demel - Jie4eHUe

Pe)xum: He orpaHmndmBaTthb OABMXKeHUS (puck Tpombo3os.!)
Hduema: rmnoannepreHHas, no Bo3pacrty;,

benok no Bo3pacTHOW HOpMe + C y4EeTOM NPOTEUNHYPUN
beccorneBasa gmerta — Ha BbICOTE OTEKOB (2-3 OHS)
>KnokocTtb — No gnypesy npeabiaywiero aHS

+ 200-300 mn — Ha BbICOTE OTEKOB

= B ase nonnypumn — npoayktbel 6oratele K + npenapatsl
Kanus

n [IpedHu3osoH 2 mr/kr (60mr/1 m?) B cyTkn Ha 3-4
Hegenu B NMOoSIHOM O03€e, 3aTeéM — CHUXXEeHUe no
nHaMBMAOyanbHou cxeme (4o 6 mecsueB)



" A
HedpoTnyeckmm cMHOpPOM — cmepoudHas
3aeucumMocmb

s Peuyuoues HC rnipu cHuxeHuu 003bI Uru rMNoJsIHOU OMMeEHe
rpPeoHU30/10Ha

s Bo3HukHoseHue peyudusos 80 8peMs CHUXXeHUS 003bl
rPeOHU30/I0Ha Usiu Yyepes 2 Heoerlu rnocrie e2o OMMeHbI



" J——
HC ¢ MuHumasnibHbIMU U3MEHEHUSsIMU —
JIUNOUOHbLIU Heghpo3 y demell

n [To604yHbIE 3¢hhekmbI NpedHU30JI0Ha
(cmepoudomokcu4HoCmb)
s CuHOpom UNueHko-KywuHea
» [unokanbyuemusi, 0cmeoropos, OCMEOHEKPO3
s CmepoudHsbilti duabem
s CmepouoOHsIl naHkpeamum
s [facmpum C
s Kapouonamusi u auriokanuemusi
n ApmepuarnbHas aurnepmeH3us
»s [lcuxuyecKkue paccmpoucmea
s Kamapakma
s [unomupeoudusm
s Hedocmamo4yHocmb KOpbl HA0MOYEYHUKOB8
s CUHOPOM OMMEHbI 2ITFOKOKOPMUKouoo8



HedpoTnyeckmm cuHapom —
NMOKa3aHUs K uumocmamuquKo& mepanuu

s [opmoHOpe3ucmeHmHocms 8 debrome 3aboriesaHus
n Yacmo peuudusupyrowee mevyeHue
s Paszsumue cmepoudHou 3asucumocmu

s Puck u pazsumue cmepouoOHOU MoKcu4YHocmu
(CtepongHbIn onabeT, 0oCTeoNnopos, 3agepKKka pocTa,
KaTapakTta, a3Ba Xxenyaka u 12-nepCTHOn KULLIKW,
NCNUXO3MOLMOHarnNbHblE HAapPYLLEHUS)

s [sKenble peunanBbl C rmnoBorieMmen n Tpombosamm



" A
HC ¢ MuHuUManbHbIMU U3MEHeHUSsIMU —
JIUNOUOHbLIU Heghpo3 y demell - OCIIOKHEHUS

x Hegppomuyeckuu kpu3 — aHacapka, anboymMmuH
nnasmbl < 10 r/n, rMnoBoIeMMYECKUN LLOK

s 1.a000MMHANBHBIN HEPPOTUYECKUIN KPU3
(TOwHOTAa, pBOTa, 60NN B X1BOTE, 1
Temneparypbl Ha OHE aHacapKn)

x 2.MUTPUPYIOLLIME POXKENOOOOHLIE 3PUTEMBI
(KNHWHOBBLIE KPWU3bl)

a 3.rMNoBOJSIEMUYECKNI LWOK (arbOyMUHbI HUXE
10-8 r/n, nedpmunt OLIK 6onee 25-30%)



"
HC ¢ MUHMMarbHBIMU U3MEHEHUSIMN —

NMNoUAHbIN HEQPPO3 Y OETEN - OCMNOXHEHUS

s [loyeyHada aknamncusa
(aHrMocnacrtuyeckasa sHuedanonatusa) —
Al, bpagukapaous, rornoBHasa 00sb

m [pOMDOTUYECKME OCITOXKHEHUSA



" JEE
doKasibHO-ce2aMeHmMapHbIl 2/10MepPysIOCK/1epo3

(PCIC) — duazHo3 — Ha OaHHbIX MOPEOIo2UHECKUX
uccriedosaHuu

n  Dopma ariomepyrionamuu, 05151 KOmopou xapakmepHo
CKriepo3uposaHue omoesibHbIX ceaMeHmMo8 (ceameHmMapHble
U3MEHEHUS) 8 YHacmu Krlybo4YKoe (ghokarsibHble USMEHEHUS);
ocmaribHble Kriybo4dku 8 Hadare 6osie3HU UHMaKmHabI.

s TpyOHO omnu4um om 6051€3HU MUHUMAarbHbIX USMEHEHULU.
[Nonazarom, 4mo smo pa3HoU msixxecmu 8apuaHmasl UrU pa3HbIe
cmaouu 00HO20 U moe2o e 3aboriesaHusi, obbeduHsIeMble
mepMUHOM

« «uUduonamuyeckuli Heghpomu4yeckul CUHOPOM»
m [pynna «noooyumonamuu»



"
oClrc

n OCIC - camas yacmas npu4vuHa HC y e3pocribix (20-25%)
s /1 cmepoudpesucmeHnmHoz2o HC y demel (6osiee 50%).
n [lepsuyHas (uOuonamu4yeckas) gpopma —

- [1IPUYUHbI HE U3BECIMHbI

BmopuyHbitu @CIC : 1. lreHemuyecku 06ycrosneHHbIl
2.AccouyuuposaHHbIlU ¢ supycamu
3.IHOyuupoeaHHkIl riekapcmeamu

4. AOanmueHble cmpyKmypHo-QyYHKUUOHalIbHbIe U3MEeHEeHUS

*ripu yMeHbWeHUU Macchkl NOYE4YHOU mKaHu
*ripu U3Ha4yaribHoO HopMasibHoOM Yucrie HegpoHos (Al, CL, oxupeHue)
5. 3rnokavecmeeHHbIe HOBOObPa3o8aHUs

6.Hecneuupuyeckue ®CI C-nodobHbie usmeHeHUs (cMopuwiugaHue ro4vekx rpu
arioMmepyriornamusix)



"
®CI'C y demeu - nedyeHue

1.[locne Hegpobuoricuu rpu cmepoudpe3zucmeHmHocmu

2.[lemsam paHHe20 go3pacma ¢ cybHegpomuyecKkou rnpomeuHypueu u
npu Hanu4uu cubcos ¢ HC —mornekynspHo-eeHemu4eckoe
obcriedosaHue (o4eHb 8eposimHa HeaghheKkmueHOCMb
UMMYHOCyripeccugHou meparnuu (cuHopomsi LLlumke, lupcoHa,
LLlapko-Mapu-Tym u dp.)

3.B kayecmee nepeol nuHuU — uHaubumopskl KaneyuHetpuHa (KHU) —
uukrnocriopuH (Lc) 3-6 ma/ke/cym e 2 npuema rnod KOHMposriem
KOHUeHmpauuu 8 kposu Llc, kneamuHuHa, kanus u AL.

4.Llc + npedHu30s510oH 8 0o3e 0,5-1 me/ka Yepe3 0eHb

5.[lpu omcymecmeuu pemuccuu Ha ¢poHe L{c 8 meueHue 3-6 mec —
3-6 nynbcoe memursnnpeoHu3osioHa 8 0o3e 20 ma/ka

6.[lpu pehpakmepHocmu K Lic — mukogbeHornam moghemuria

/.Tlpu cybHegbpomuyeckou 1Y u npu peghpakmepHocmu K
UMMYHocyripeccopamM — dnnumeribHoe ripumeHeHue UAll® unu bPA



" A
HC ¢ MMHMManbHbIMU U3MEHEHUAMN — LUTOCTaTU4YECKas
Tepanus

s AnKunupyrowue rnpenapamabl: (demsim He
peKkoMeHOyromcsi)

Xnop6ytuH 0,15-0,3mr/kr/cyT nnn 0,1-0.2 mr/kr/cyT 8-12 Hepenb
Linknodocdran 2 — 2,5 mr/kr/cyT 8-12 Hepenb
OQHAoKcaH 2,5-3,0 mr\kr/cyT 8 Hegenb

NHaubumopbl cuHme3sa HyKsieomuooea:
MwusopubuH 3-5 mr/kr/cyT. 6-12 mec.
MwukodeHonaTta modetnn (MM®) 0,5-1,0 r/cyT; 600-1000mr/m?/cyT
6 — 12 mec.
NHa2ubumopsbi KanbyuHelpuHa:

2LlnknocnopuH A («caHgMMMyH-Heopan» 5-6 mr/kr/cyT unm 2,5-3
mr/kr/cyT, unu 100-150 mr/m?/ 6-12 mec.



brazoodapro 3a BHUMaHue
. _




