


momepynoHedpt

[MomepyrnoHedpUT OTHOCUTCS K
MMMYHOONoOCpeaOoBaHHOMY
BOCHasrieHMHo NoYeYHbIX
kny6o4koB. NepBuyHbIE POPMbI MOXHO
OTNINYUTb OT BTOPUYHbIX

doopM; BTOPUYHbIE (POPMbI BO3HMKAIOT B
COCTaBe pPasfMyHbIX CUCTEMHbIX
3aboneBaHui. [MauueHTbl C
rmomepyroHecputom 6yayT nMeTb
pasfnnyHble CUMNTOMbI B 3aBUCUMOCTU
OT NnaToreHesa.
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[ToBpexaeHune

NoYeYHbIX KIyOoO4YKOB CnocoOCTBYET
HapyLLEeHUo PYHKUMKM NoYeK. YToObl NOHATL
pasnunyHble BO3MOXHble AUCHYHKLMN N UX
KITMHUYECKNE NPOSABIIEHNSA, AN HaYana
HeobXxoaMMO PacCMOTPETb CTPYKTYPY
KIyooukoB. CTpyKTypa (PUNsTPYyOLLEN

MeMBpaHb! COCTOUT U3 3-X cnoeB:/—
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AHAO0TENUN KaNnUNNAPOB NOKPbLIT OTPpULUATEeNIbHO 3apsXKeHHbIMU
npoTeornukaHamm u rnmko3amMmmHornmkaHamu. basanbHasa membpaHa
KINyOO4KOB coeauHAET Kanunnspbl U OKpyXKawLuyto kancyny boymeHa. OH
COCTOMT U3 NISIOTHOM CETKU, KOTOpas obpa3syeT TOHKUMA MeXaHU4YeCKUun
couneTpyrowmn 6apbep, U, Kak U IHAOTENUN KaNnUNNAPOB, OH NOKPbIT
npgreornukaHamu u, 1 T oTpuuaTenbHbIN

3apsag. Knetku BuciiepanbHOro cnos Kkancyrnbi MeHa Ha3bIBaloTCH
eoOpa3HyHo ceTb.
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Cxema CTpyKTypbl nove4yHoro Tenbua: A - NoyveyHoe Tenbue B - NMpokcrumanbHbii kaHaney, C - AncrtanbHbli n3BnTbin KaHanewy D -
tOkcTtarnomepynapHbii annapart 1. basanbHaa mem6paHa (6asanbHasa nnactuHka) 2. Kancyna boymeHa - napuetanbHbln cnon 3.
Kancyna BoymeHa - BucuepanbHbln cnon 3a. LIBeTOHOXKM (OTPOCTKM cTonbl M3 nogouunTtoB) 3b. Mogount 4. BoymeHoBcKoe
NPOCTPAHCTBO (MOYEBOE NMPOCTPAHCTBO) 5a. Me3aHrnym - BHyTpuknybo4ykoBasa knetka 5b. MesaHruin - OkcTparnomepynsapHaa KneTtka
6. [paHynapHblie KNeTKKU (oKCTarnoMepynapHble knetku) 7. NnotHoe natHo 8. MuoumnTbl (rnagkue mbiwubl) 9. AddepeHTHas
aptepnona 10. Kannnnapbl knyb6oukoB 11. 2dcdepeHTHaa aptepmona. ABtop M.Komorniczak, nuuensuna: CC BY-SA 3.0



* filtration barrier is damaged

Ecnn, ogHako, aToT
domnbTpaUMOHHLIN Bapbep
NnoBpeXaeH, 3TN AaNeMeHTbl ©
(kneTkn, anbObyMuH,
MaKpOMOJSIEKYIbl) MOTyT
NPOHWNKaTb B MEPBUYHYIO MOYY U
BbIBOAUTLCS N3 opraHuama. lNpwu
npoaorKatoLLLEeMCS NoBpeXaeHUN
KNybo4KOoB no4vka TepsieT
cnocobHOCTb BblpabaTtbiBaTb
MOYY, YTO B KOHEYHOM UTOre
NPMBOOUT K NOYEYHOM
HegocTaTodyHOCTU. [ledekTbl
KITy©04YKOB MOTYyT UMETb

MHOXeCTBO MNMPU4KnH.
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CyLwiecTByIOT pas/in4Hblie ayTOUMMYHHbIE
MpUYnHbI romepynoHedpuTa:

AHTnTenalgG

UMMyHHbIE
KOMMMeEeKCbl

NpPoOTUB aHTUreHa Goodpasture
6asanbHoOn MeMbpaHbl Bbl3bIBaOT
BOCManuTENbHYIO peakuuto,
ornocpenoBaHHYH

aHTuTenamn. AHTureH Goodpasture
Takke obHapyXeH B 6asarnbHom
MembpaHe anbBeon.

obpasytoTca n3-3a
NHEKLMN UK
ayTOMMMYHHOTO
3abonesaHus,
NPUKPENNALWErocs K
CTEHKaM Kanunnspos.

AHTUHenTpOUNBbHbIE B3aVMMOAENCTBYIOT C
uuTonnasMaTtmyeckme KOMMOHEHTaMU

aHtutena (ANCA)

HENTPOUNBbHBIX FPaHy U
BbI3bIBaOT MOBPEXAEHNE
KTyOOUKOB.



Bce MMMyHHble MeXaHM3MbI 3anyCcKaroT
npoeocnan TIbHbIU UMMYHHbIU Kackaod c
nocrieayrowen BocnanmTenbHON peakuuen. 3Tta
BOCnanuTenbHas peakuusi B KQHe4YHOM UTore NPpMBOAUT K
noepexx0eHUr CMeHKU KanuJsuisipoe Kiy6o4KkoB. 310
BbI3bIBaeT KpoBoTe4YeHUe B Kancyre boymeHa u,
cnepoBaTtesibHO, B NEPBUYHYIO MOYY. 3aTeM rToYeyHoe
menbue HeKpomu3upyemcs u mepsiem
YHKYUOHanbHoCcmMb. Hewv Gornblie kKiybouKoR nopameHo,
TemM bonblue TepsieTca obLwan pyHKUMA NoYeK n3-3a
CHUXKeHUs1 ckopocmu Krny0o4KkoBou chunsrpaLmn.
NMpumeyaHune.

MouyeBoi ocafjoK OObIYHO OTIIMYAETCS NEerkomn
HecesfleKTUBHOMN NPOTEMHYPUEen, MUKporema
AncmopduyecKuMm aputTpoumTa aKkaHToOUUTaMMn) U
LUnmHapamMmm 3pmTpoumnTos ( puToBbIM Oocaak!)




AnarHocTnyeckue TecTbl
OOLwmnn aHann3 Mmo4yu n GMoncus Noyek:
FemaTtypus : B aHann3e Mo4um uccneanyeTcs ocagok
MOY4MU, U NPOBOAUTCA pa3ninume Mexay rematypuen,
reMorno6uHypuen n muornodbuHypuen. NMoacyer>5
apuTpoumuToB / MKN MO4YM 6e3 KaKon-nnbdo KpacHomn
OKpacCKun MOYU cHUTaeTCA |
MUKporematypuen. KpacHbin LBEeT MOYU cYMTaeTCa P
Makporematypuein. B ocagke aputpounTbl MOTyr Lrotoorseeci sy
BbIrNAAeTb Aucmopdgpuvyeckummn. AHomanbHas Pt
chopmMmupyetcs, Korga KneTku npoxoasT Yyepet
CUCTeMy KaHanbLeB U noaBepraroTcst

ocMoTUYeCcKoMy AaBneHuto. lMpumepom mo
CNYXUTb aKaHTOLUTbI = 3pUTPOLMUTDI,
HanomuHarowme nuuyo Mukkm Mayca.




KonuyecTtBo Genka Tun npoTtenHa

20-200 mr/ n AnbbyMUH

<1,5r/ peHb HuakomonekynsapHble 6enku:
Benku ¢ 6onbwmnmm
Moriekyrnamu:

1,5r/ peub—-3,0r/ peHb Bernkn ¢ manbimu n

oonbLmMMn MosneKynamm

>3,0r/ pgeHb Benku ¢ 6onbLunmmn
MOIeKynamm

Bo3moxHas npuynHa

MukpoanbbymMuHypus Kak
NnpuU3HaK paHHen
HedponaTum; HanpumMep, Kak
YacTb MNMNEepPTOHMYECKON 1NN
anadeTtmnyeckon 6onesHu

TybynonaTtus
MmomepynonaTtus

XpOHUYeckui
rmomepynoHeqpuT,
nepecaxeHHas noyka

HedpoTnyeckmnmn cnHgpom

No matepuanam: Herold. G und Mitarbeiter, Innere Medizin, 2014 .



BaxxHoe npumeyaHue Ans KNMHUYECKOM
NPaKTUKU : TECT-NOJSIOCKA BbIABNAET TOJILKO
MakpoanboymuHypuro> 200 mr / n. [ina 6onee
KOHKpeTHbIX npo6nem (Hanpumep, npu
noao3peHuu Ha Hanu4ume 6enkoB beHc-
dxoHCca unmn MmkpoanboymMuHypumn)
TpeobyroTcsa 6oree KOHKpPeTHbIe ObICTpble
TecCTbl UM AneKTpodopeTnyeckne aHanusbl
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KO3ypus : B3pOCRbIN YeroBeK BblaensaeT He

60 HOKO3bl B CYTKU. [laTONQrM4yecku noBbILLEHHOE

coaep € rMIKO3bl B MO4Ye BO3HUKaeT[1pU NpeBbILUeHNN
nopora rnoko3bl (okono 160-180 mr / an).

NPON3OMNTU N3-3a caxapHoro aunabeTta. [MoKo3ypus npu
HOPMarbHOM YyPOBHe rMiSRO3bI B KPOBM MOXET BO3HUKHYTH==
BO BpeMs 6epeMeHHOCTU Unum npu saboneBaHuUU KaHanbLeB
noyexk.

LUunuuaps! : UunuHapunyeckue CTPyKTypbl, KOTOpbIe
oOpa3yroTcA B KaHanbLUax U, TaKuM o6pa3om, yKkasbIBarOT Ha
X No4yeyHoe npoucxoxaeHune. l’mannHoBble LUNUHAPDI
ABMNAOTCA Hanbonee pacnpocTpaHeHHbIM TUMOM
LUITMHAPOB, U UX MOXHO YBUAETb Y 340POBbIX Nogen, a
TaKxe y nogeu ¢ rmomMmepynsipHbiMu 3adboneBaHMAMU. ATO

AenaeTt nx 4OBONbHO Hecneungpnyieckum
- nyne LUIIMHAPOB 3PUTPOLIUTOB SIBHO
cBuaeTenbLCTBYeT omepynoHecgpuTe. Lienoykn
NenMKoumnToB Yi§gbiBaloT Ha POHMYeCKMI) nuenoHedpur.




MmMmmyHonorus : TectTupoBaHue Ha pa3fiuvyHble aHTUuTena
Nnone3Ho A 3ITUONOrMYecKou Knaccmdpukaumm
rmomepyrnoHedgpuTta. Hnxe 6yayT ykasaHbl
cneuudmnyeckne aHTUTesNa AN KaXxaoro Tuna
rnomepyrnoHecgpuTta. o IKOHOMNYECKUM NPUYNHAM He
BCe aHTUTera crneayeT onpenenaTb cpa3sy npu
NnoAo3peHnU Ha rnomMmepynoHedpuT.

Busyanusauus : uBeTHas aynneKkcHasa coHorpacgpusa - aTo
HeMHBa3UBHbIN MeTOA, KOTOPbIN AaeT MHOrO NOJIe3HOro
ANA OUEeHKN COCTOAHUA noYek. [JonofHUTENbHYHO
CTPYKTYPHYI MHDOPpMaLUIO MOXHO NOSYyYnUTb C
NOMOLUbLI KOMNbIOTEPHOU TOMorpacmm n MPT. Yacto atun
npoueaypbl COMeTarTCA C aHrmorpacmyeckummn
MeToAaMu.

'McTonorus : okoH4YaTesnlbHOe TUNMpoBaHue
rmomepyrioHecppuTa MOXeT ObITb JOCTUTHYTO TONbLKO C
NOMOLL LI GUONCUM NOYKN, OCOBEHHO Koraa Heo6xoaAUMBbI
HeMeAneHHbIe pe3ynbTaThl ANA HAa3Ha4YeHus
NnpaBUNbHOrO fle4YeHUs u3-3a obICTPOro
nporpeccupoBaHusa 3aboneBaHusA. B Takux cny4yasax
Guoncusi NoYKn YacTo ObiBaeT cnacuTenbHbLIM METOAOM.




MponudepaTnBHbie ePya
HecpUTUYECKOMY
HenponudepaTuBHbIE
HegpomuyeckKkomy
MponudepaTMBHbLIN: OCTPbIN NOCTUHGEKLNOHHbIN
rmomepyrnoHedpuT, IgA-HedpponaTna nnubonesHo
Beprepa, rpaHynemartos c NONMaHrMUTEM N bonesHbio
BereHepa, MMKpOCKONUYECKUIA MNONMAHTNNT, CUHAPOM
Yapgoxa-Ctpocca, cuHgpom 'ygnactypa nnm 6onesHb
npoTtus GBM, cuHapom AnbnopTa, 605e3Hb TOHKOW
6asanbHon MeMbpaHsbl, ObICTPO NporpeccupyoLmni
rmomepynoHedpuT ( PMTITH) n Bon4yaHo4HbIM HEGpUT.
HenponudepatuBHbin: 60N1€3Hb MUHUMANBbHbLIX U3MEHEHNI
bl CErMeHTapHbIN rMoMepySI0CKNepos,
MeMOBpaHo3 HedoponaTus, . :
MeMbpaHonponu aTMBHbIN rmomepynoHedpuT (Moxe Normal Kidney (| Glomerulonephriis
NPOABNATHECA Kak HePROTUYECKUM, Tak N HEPPUTUYECKUM
cMHOpoMamu), anabeTtny K@H HedponaTnsa, amnongos
AL, 6onesHb OTNOXEHUI Nerky BONMYaHOYHbIN

HedopuT.




Healthy glomerular
filtration barrier

Podocyte with
foot processes

Endothelium
Glomerular basement
membrane

@
Nephritic Nephrotic
syndrome e | syndrome
Neutrophil Po@ocyte damage,
fusion, and loss
Inflammatory response

Loss of negative

with cytokine release ehatee I GEM

GBM disruption

e Serum
. ®_ proteins
Nephritic syndrome Mixed nephiichepnotie Nephrotic syndrome
syndrome
e Hematuria e Hematuria e Heavy proteinuria (> 3.5g/day)
e Proteinuria (< 3.5g/day) e Nephrotic-range proteinuria e Hypoalbuminemia = edema
¢ Hypertension (> 3.5g/day) e Hyperlipidemia — lipiduria +

(fatty casts)
\_/



UMmmyHOrnoobynuH
+ A HedponaTus
(6one3Hb Beprepa)

IgA-Hed ponaTna - cambiv pacnpoCTPaHEHHbIN
NepBUYHbLIN rMOMepPYyNoHedPUT BO BCEM

MWPE. Ero atnonorusa obbIYHO nanonatnuyeckas, Ho OHa TaKke
CBsi3aHa C Takumu 3aboneBaHuAMU, Kak Lenuakmsi, bonesHb KpoHa,
nypnypa leHoxa-lLeHnenHa, peBMaTouaHbIvi apTpuT, CUCTEMHas
KpacHas BonyaHka unv rammonatum IgA. IgA-HedponaTum Takke
MOXET MpeaLecTBOBaTh Hecneundmnyeckas nHekums.

J
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MaTtodmanonorus n KNMHUYECKUE NPOsIBNIEHUSA

MMMyHHblE komnnekcebl IgA HakannMBaloTca B Me3aHrmyme KnyoboukoB u
BbI3bIBAOT BOCMANUTENbHYIO peakumio. [ipyrne Moaeny HakonneHus
TakKe MOXET pa3BUBaTLCS , KOTOPblE MOTYT NPUBECTU K BbICTPO
nporpeccupytoLlen rnomepynoHedpput (RPGN) (cy6 ango thelial
[enosnToB) nnu HedpoTryeckoro cuHapoma (cy6 anwm thelial
aeno3untoB). OBbIYHO Y NOpaXeHHbIX NauueHToB HabnogaeTcs
MUKporemaTypus (Unu Makporematypusi). VIHorga oHu NposiBNSATCS

TMNepTOHUEN U, B peOKUX criyyasix, 6onbto B GOKy. ‘
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[lnarHo3 ctTaBUTCA C MOMOLLbIO
Broncumn NoYKM oNsi BbiSIBNEHMS
KOMMJiekcos IgA.

JleyeHune n nporHos

Kak npaBuno, IgA-HedponaTtus
MMEET XOPOLLNI MPOrHO3 C
perynapHbIMy COHTaHHbIMU
peMmuccusamn. Tem He MeHee,
PUCK NPOrpeccupyroLLei
noTepu OyHKLMM NOYEK C
Hen3bexxHON TepMUHanbHOM
NO4Ye4YHOMN HeAOCTAaTOYHOCTbIO
yBENUYnBaeTCcs C yBennmyeHmem
CTENeHU NOBpeEXaEeHUS
Kny6o4KoB.

Mercury
Mercury is the
smallest

~
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lNMpoTtenHypusa <1r/ aeHb N HOpMaribHbIN
KpeaTUHUH: JfieYyeHne He

TpebyeTcs. Bo3aMOXHY0 apTepuanbHyro
rMNepTeH3nto creayeT NeYnTb MHMIMonTopamm
Alo.

MNMpoTtenHypusa>1r/ aeHb : 30eCb NneveHune
nHrnbutopamm Ald aensercsa obs3aTenbHbIM.
MNMpoTtenHypusa>1r/ aneHb N HapacTaroLwas
noye4yHasa HeAOCTAaTOYHOCTb : OCTAHOBUTb
MMMYHOJSTOMMYECKME NPOLIECCHI NbITAalTCA
nyTeM BBeLEHNSA MMTIOKOKOPTUKOUAO0B UIH,
BO3MOXHO, a3aTnonpuHa / umknodgochammga
Ans npegoTepaLLeHns HeobpaTUMbIX
NoBPEXOEHUN.



HacneacrtBeHHbIN rmomepynoHepuT

CyLiecTBYHOT pa3finyHble rmomepynoHedpuUTnyeckKkne COCToOAHUS C
CeMenHOM NpeapacnonoXeHHOCTbIO, KOTOPbIe XapaKTepu3yrTcs
MUKpoOremaTypuen.

NMpu npoaomkaroLwencsa CTOMKOCT pasBUBaeTCA NPOTEMHYPUS, KOTopas
B KOHEYHOM MUTOre NPosABNAETCSA yCUrieHueM Nno4Ye4yHomn

y -,
pTa: HacneACTBEHHbLIN HehpuT =




OcTpbit NOCTUHMEKLNOHHBbIN rNoMepyioHedpuT

[leTtn B cTpaHax C N/1oXo OCHaLEHHbIMU CUCTEMAMU 34PaBOOXPAaHEHNA OCOOEHHO CTpaaatoT OT OCTPOro
NOCTUHMEKUNOHHOIO rnomMepynoHedputa. B pa3Butbix cTpaHax 370 3a6oneBaHne CTasnio PeaKoCTbio.

Atmnonorua n natodmsnonorusa

270 3abonieBaHue npeacraBnaeT cobom onocpeaoBaHHbIN UMMYHHbLIM KOMMIEKCOM HEe(PUT, KOTOPbIN BO3HUKAET
nocne nHhpununpoBaHuns (06bIYHO 6eTa-reMoNIMTUYECKNE CTPENTOKOKKKM rpynnbl A). DHOOKANMUANAPHbIN
nponugepaTMBHbIN rMoMepyIoHePUT pa3BMUBAETCS N3-3a BbIPAaOOTKM aHTUTE MPOTUB CTPYKTYP KNYyOOUKOB.

KnunHnuyeckoe nposiBneHne n guarHocTuka
Heobxognmo onpenenntb Hanm4ne BO3IMOXXHOM
CTPENTOKOKKOBOW MHbeKUnmM (hapnHrnT, poxa,
TOH3UANT, UMNEeTUro un T. [1.). lNocne ncyeHoBEHUS 3TUX '
cumntomoB 50% naunmeHToB CHOBa COOOLLAIOT O MN/IOXOM Bt
CaMOYyBCTBUWN. DTO MOXET ObITb HECMEUNPUNYECKNM
(rpynnonogo6HbIe CUMNTOMBI) UM XapakKTepru3oBaTbCa
reMatypuen, runepToHNEn N OTEKOM.

Heobxogmmo nccnegosatb MmoyeBon ocagok. Tutp ASO un
TMTP aHTK-[AHKa3bI-B yka3biBaloT Ha NepeHeCeHHYIo
CTPENTOKOKKOBYIO MHpekumto. NotpebneHuve
KOMM/1IEMEHTA UMMYHHbLIMW KOMMEKCaMu NPUBOANT K
CHMXeHUIo ypoBHSA C3-koMnnieMeHTa. [Ans oueHkun
dYHKUNM NOYEK CriefyeT perynsapHoO rnpoBepsTb
MOYEBUHY N KPEATUHUH B Te4eHne 60e3HN.
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JleyeHune n NporHos

NMomMMMO hr3nYeckoro otabixa 1 AneTbl C HU3KUM
coaepXxaHnem conun n 6enka, Heo6xoanMo fieveHune
NHAEKLMM C MOMOLLBIO aHTUOUOTMKOB C 10-aHEBHbLIM
NpPUeMOM NeHNUNINMHa. MTMNepToHMIO NN OTeK cnegyet
neynTb CUMNTOMaTUYECKMN.

et 06bl4HO NOMHOCTBLIO BbI3AOPABAMBAIOT. Y B3POC/bIX
4acTo HabNAaeTCa CTOMKOE HapyLleHne yHKUNK
noyek. Yacto COXpaHATCA HEKOTOPbIE aHOMaINM MOYMU.
Takue Kak npoTtenHypus nnm rematypuda. Cnegyet
NpPOBOAUTb AONTOCPOYHOE HabntoaeHe aANns BobigBet
BO3MOXHbIX MO34HMX NOBPEXAEHUN MOYEK.

)



BbicTpo nporpeccupyowmini rnomepyroHedpur

PIMNIrH sctpevaetca penko. OH Bbi3biBaeT 3aMETHOE CHUXeHMe yHKLNK
noYeK ¢ HeM306eXHOM NOYEeYHON HEQOCTATOUYHOCTBIO U ABNSETCSH OYEHb
CMepPTENbHbIM.

STnonornyeckue Tunbl

Tun 1, Bctpevatowminca npumepHo B 10% cny4yaes, aBnseTca Hanbonee
peaKnuM BapuaHTOM: 34eCb 00pPa3yroTCs aHTUTeNa NPOTUB aHTUreHa
Goodpasture 6a3anbHoi MemOpaHsbl. [OCKONbKY 3TOT aHTUIeH TakXe
ABNAeTCS YacTbio 6a3anbHOM anbBEeONAPHOM MeMOpaHbl, MPOUCXOOUT
Cepbe3HOEe NoBpeXAEHME NOYEK U NIEFKNX C KPOBOXapKaHbeM. ITO
3ab0/1eBaHME YaCTO Nopa)kaeT MOTOAbIX MY>UUH.

Tun 2 cocraBnsiet okono 40% cnyyaeB. 3gecb Ha 6a3asbHON MembpaHe
HaKanIMBalTCA UMMYHHbIE KOMMNEKCbI. DT UMMYHHbIE KOMM1EKCbI MOTyT
ObITb NOCTUHMEKUNOHHBIMU NUNX Bbi3BaHbl OCHOBHbIM 3a60/1€BaHMEM,
BblpabaTtbiBatowmm aHTuTENa (Hanpumep, CKB, nypnypoii LLieHneliHa-
leHoxa).

MpumepHo B 50% cnyyaeB Hanbonee pacnpoCcTpaHeHHbIM ABAAETCA TUN
3, NPUYNHON KOTOPOro ABNSAIOTCSA BACKY/INTbI, aCCOLMNPOBAHHbIE C
ANCA. T'ncronorn4yeckn cKonneHuii Het. AHTUTeNa Hanpas/eHbl MPOTMB
depmMeHTOoB (Hanpumep, mmenonepokcnaassl ona pANCA nnn
aHTMnpoTeasbl 3 ona cANCA). 970 Npon3BOACTBO aHTUTEN yCKOpSeTCs,
Hanpumep, rpaHyneMaTo3om C NonaHrumTom (6onesHb Berenepa) nnum
MUKPOCKOMUYECKMM NOANAHIMMTOM. [pyras BO3MOXHAsA NpuymHa -
6one3Hb Yepra-Crpocca.

Bblcrponporpeccupywmuu rnomepynorcecppm




KnuHun4yeckoe nposiBneHne U AMarHocTmka
BonbHble noan ncToweHbl n 6neaHbl. YacTo MOXeT BO3HUKHYTb rMnepToHus. MoxeT pa3BUTbCA CUNbHas
NPOTENHYpPUSA C COOTBETCTBYOWMMM cumnTomamm (cm. Huxke). OgHako B 60nbLUMHCTBE Crly4aeB MOXHO
OOGHapyXuTb HedhpnUTOBbLIN OCafoK. CneayeT yYuUTbIBaTb fleroyHble cuMmnTombl. [pu noao3peHun Ha 3To
3aboneBaHue crneayeT NpoBecTU GMONCUI0 NOYKU. TMCTONOrnYecKkn HabnraaeTcsa aKCTpakanunnsipHas
nponudepaTuBHas BocnanutenbHasa peakumsa ¢ oopasoBaHMeM rinomMepys.
Yxona
Jle4yeHne ocCHOBaHO Ha OCHOBHOM NMpUYNHE U TsXKeCcTU 3aboneBaHusa. CtaHaapTHbIe MeToA bl Nle4YeHuUs
BKJTHOYAIOT MMIOKOKOPTUKOUAbI B BbiCOKMX Ao3ax (1r / geHb BHYyTpUBEHHO) u umknodgoccpamua. Mpu
cuHgpome Nyanac4yepa [OMOSNTHUTENTbHO MOXHO MCMNOSb30BaTb Nia3smacdepes B Te4eHue 2-3 Heaenb Ans
ypaneHus aiturten. lNocne Toro, Kak ne4yeHue rrnOKOKOpTUKonaamm u uuknodoccgpammaom 6uino
npekpaLieHo, nocrieayrollee nevyeHue BKOYaeT BBeAeHMNe asaTuonpuHa B TeyeHue 6-12 mecsiyes. PINIMH
TUNOB 2 U 3 crnieayeT NeYnTb AOoNbLUe U 6oree perynsapHo, NOCKONbKY OHU UMEIOT TEHAEHLUIO MOBTOPATbLCA.
Ecnu nevyeHue GyaeTt npoBeaeHO Ha paHHEU CTaauM U NpPaBUNbHO, PYHKLUSA NOYEK MOXKET ObITb yIy4lleHa u
BOCCTAHOBIEHa.
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HedpoTryecknn cuHapom onpenensaercs:
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o

Tshxenas npoTenHypusa> 31/ oeHb

[MnonpotenHemus

OTek, CBA3aHHbIN C rmnoanbbyMmHeMmnen

MnepnunonpoTenHemmns (0COGEHHO XONECTEPUH N TPUrMULEpUabI)

MaTtodusnonorus

HedpoTnyecknin cuHapom pasBnBaeTcs N3-3a HapyLueHust 6apbepa Knybo4koBom
douneTpaunmn, KOTopbli AenaeT Krybo4kn aHoManbHO NpoHuuaemMbiMn. dunstp 6onblue He
AeuncTeyeT nsbmnpatenbHo, HO Nepdy3nsa Knybo4vkoB cama no cebe octaercs
dyHKUMOHanNbLHON. B pesynerate B Moyve obpasyeTcs 60nbLuoe KONnM4ecTBo BErkoB C
6onbWNMM MorIEKynamu.

MpumeyaHue : Tskenas NPOTEMHYPUS pa3BMBaETCS NPU M3HAYaNbHO HOPMarbHbIX
napameTtpax CK® u kpeaTtvHnHa 1 6e3 remaTypun. 3TU pesynbTaThbl B MOYE ONUCHIBAKOTCS
Kak HethpOTUYECKMIN OCaf oK .



STtnonorus

OTn (hopMbl caMble pPacnpOCTPaAHEHHbIE:

BonesHb MUHUMaNbHbIX USMEHEHUN | MUHMMa bHbIE NOPaXeHUA
KNy6O4YKOB, KOTOPbIE MOXHO YBMAETb TOMbKO NOA4 3NEKTPOHHbIM
MUKPOCKOMOM, ABNAOTCS Hanbonee 4acton NpuYnNHOm
HedpoTnyeckoro cmHgpoma y getein (> 90% cnydaen). 310
3abo51eBaHMe ngnonatmyeckoe. 210 Bbi3bliBaeT Andpdy3Hoe
noBpexaeHne nogoumToB.

MeM6paHOo3HbIN rnomepynoHedpuT : 370 Hanboee Yyactasd NpuynHa
He(POTUYECKOro CUHAPOMA Y B3POC/IbIX, CBA3aHHas C 06pa30BaHNEM
WMMYHHbIX KOMMIEKCOB 1 KOMM/1EKCOB KOMM/IEMEHTA. DTN KOMMNNEKCHI
6O UMEIOT nanmonaTuyeckoe NPoOnUCXoXaeHne, nMbo pa3BMBalOTCA B
CBS3M C nHekumamm (Bupyc renatuta B, BUY, cucomnuc, manapums),
ayTOMMMYHHbIMW 3a60N1eBaHUSAMU UK hapMaLeBTUYECKUMU
npenapatamu. [MCTONOrnsa nokasblBaeT OT/IOKEHMSA KOMM/IEKCOB Ha
6a3a/bHON MeMbpaHe KyOo4KOB.

MpumeyaHue . Mem6paHonponngepaTMBHbIN FoOMepyioHepuUT Um
O4aroBbli CErMeHTapHbIA rOMepPYNoHePUT TakKe MOTryT Bbl3blBaTb
HedpoTUYECKUn cMHapPOoM. [pyrmne HeMHpeKUMOHHbIE CUCTEMHbIE
3a60/1eBaHNSA TakXXe MOTyT Bbi3blBaTb HEPOTUYECKNTA

cuHgpoMm. Cnegyet NoOMHUTL 06 OAHOM O4YEHb YacTOM 3a60/1eBaHNU -
caxapHoMm gnaberte. [pyrve 3a6oneBaHns BKAOYAOT aMUIoNn403 nnu
na1asMounToOMYy.

Nephrotic
syndrome H

Edema Pale skin,

Tachycardia that begins in the face fissure

Hyperlipidemia
(abnormally elevated
Vomiting levels of lipids)

Proteinuria
(protein in
the urine)



N3o6paxeHue : oTek

Hedpo3a Plasmodium
falciparum. AsTtop: Patho,
nmueH3una: Public Domain



OuarHocTuka

AnekTpocopes CbIBOPOTKU BbISABNAET XapaKTepPHYH NOoTepro
anb6ymunHa n ramma-cgpakumm ¢ OTHOCUTENbHbIM YBENTIMYEHUEM
anbda-2 n 6eta-ppakumn. 3ono0TbIM CTaHAAPTOM AUArHOCTUKMU
ABNAETCA OMONCUSA NOYKM.

Yxon

JleyeHune BKNoYaeT rMOKOKOPTUKOUAbI U UMMYHOAENPEeCCaHTbI
(umknocnopwuH, uuknococdammg). PekomeHpgyetca pusnyecknm
OTAbIX U ANeTa C HU3KUM coiepXaHuem 6ernka u conu. Cnepgyet
NnpPMHUMaTb BO BHUMaHME NOBbILWEHHbIW PUCK TpoMbOodunun n
NnpoTUBOAENCTBOBAaTb NpodunakTmke

TpomMO6030B. TPOMOOIMOONMYECKNE OCNOXHEHUA He06X0AMMO
NeYUTb € NoMoLL b0 3P (heKTUBHbLIX aHTUKOArynAHTOB (ﬁ nuny
aHTUTpoMbuHa-lll He pearnpyet HarenapwH).

)
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(M2.RL.17.80) Y My>X4nHbI 23 neT yBenMYeHbl LWENHbIE Y3Mbl. Y3ribl HE 3pUTEMATO3HbIE, HEXUPHbIE,
NOABWMXKHbIE U MMEIOT MACTUYHYI KOHCUCTEHUUIO. OH OTMeYaeT nepnognyeckme HoYHble NoThbl,
NPOHMKaKLLMe Yepes ero ogexay, U HOYHY nmxopagky. BeinonHaeTca buoncmna numdarmnyeckoro yana,
KOTOpasi nokasaHa Ha pucyHke A. NaumeHT Takke YNOMUHAET, YTO ero Mo4va «neHucTas». TecT-nonocka
MOYM NoNoXuTernbHa Ha anbbymuH (3+). Ecrn 66l HY>XXKHO BbINIO BbIMOMHUTE BUMOMNCUIO MNOYEK, YTO U3
nepevncneHHoro Hanbonee BeEPOATHO 0OHapPYXKMNock Obl y 3TOro NauneHTa?

Ja
THopManbHble KyH6OUKY NpU CBETOBOW ’. '
MUKPOCKOMUN
23031MHOGUBHBIV Y3N10BOV r1OMepyocknepos A ”
3rvinepkneToyHble KNyboukn € 60NbLLINM F c L4
KONNYeCTBOM HENTPOPUIOB b ,_ " ‘

4Me3aHrmnanbHoe pa3pacrtaHue
5KpacHo-3eneHoe aBynyyenpenomsieHue B
NOJIAPV30BaHHOM CBETE Ha NATHE KPacHOro

KOHIo '




CuMNTOMBI 3TOro NauneHTa U AaHHble Buoncun NMMdaTUYeCKnX y3roB COOTBETCTBYIOT NIMMMpoMe XOAKKMHA
(HL). bonesHb MnHMManbHbix nameHeHnn (MCD) cessaHa ¢ HL. Npu cBeToBOM MUKPOCKONUKU KITyBOYKM KaxyTCs
HOPManbHbIMW; O4HAKO MPU 3NIEKTPOHHOM MUKPOCKOMUN KITyBOYKM MOKaXKYT CTUpPaHME OTPOCTKOB CTOMbI, YTO
OOBSCHAET «NEHUCTYIO» MOYY U MPOTEMHYPUIO NaUMEHTa.

HL - 370 rematonormyeckoe 3rnokadecTtBeHHoe HOBOOBpasoBaHme B-kneTok B numdatndeckmx yanax. lNaumeHTsl C
HL o6bl4HO nmetoT 6e360n1e3HEHHbIE, HEAPUTEMATO3HbIE, PE3MHOMNOA0OHbIE YBENNYEHHbIE NMMdaTnieckme

y3Ibl. OTW yBENUYEHHbIE Y31bl MOTYT BblTb OOHAPYXXEeHbI B LUEMHOW, MOAMbILLEYHOW UMW HAOKTHOYNYHOWN

obnactu. MNaumeHTbl Takke MOryT UMEeTb CUMNTOMBbI rpynnbl B: nnxopanky, HOYHY NOTNIMBOCTbL U NMOTEPHO

Beca. Knetkn Pnga-LUtepHBepra MoxXHO oBHapyxuTb npu 6uoncum numdatmyeckmx ysnos. bK MoxHO yBUaeTb
Kak y AeTten, Tak n y B3pocnblx. Xots atmonoruss MCD Hen3BecCTHa, a ero naToreHe3 He COBCEM MOHSATEH, KaXKeTcs,
4yTO cylwecTByeT accounaumns MCD un HL.

KogHep obcyxaaeT onarHoCTuky 1 nevyeHme HepoTnieckoro cuHapoma. NaumeHTbl MoryT MMeTb rmnoansbyMmHemMuIo,
NPOTENHYpUIO, rmnepnunngemMmio n otek. Okono 25% cnyyaeB NepBUYHOrO HE(PPOTUYECKOrO CUHAPOMA CBA3aHbl C HehponaTnemn
MCD u IgA. Tpu Bruoncumn noyvek knyoboukn Beirmsaaat HopmanbHo npy MCD, a anekTpoHHast MMKPOCKOMNUS NOKa3blBaET CriaXkMBaHue
OTPOCTKOB CTOnMbI.

Audard et al. Coobwatot 0 21 cnyyae n o63ope nutepatypsbl, nocesiweHHon MCD un knaccmnyeckon HL. MCD 6bin onucaH kak
napaHeonnacTmyeckoe nposesneHne knaccmyeckon HL. [Jna oueHkn aTon cBs3m Obino NnpoBeaeHO peTpoCneKTUBHOE
nccnegoBaHue. Y HekoTopblx nauneHtoB MCD 6b1n nepBbiM NposiBNEHMEM A0 TOro, Kak bbin1 AMarHoCTMpOBaH Knaccuyeckmin HL,
KOTOpbIV Kasancsi yCTOMYMBbLIM K CTepovaam Uin 3aBUCUMbIM. DEKTUBHOE NedeHne Kraccmyeckon HL cBs3aHo ¢ paspelleHnem
MCD.

Ha pucyHke A nokasaHa knetka Puaa-LUtepH6epra, kotopas npeactaensaet cobon CD15 + n CD30 +. HL xapaktepuayetcs
HanU4nem 3TUX KIeTok.



HenpaBurbHble OTBETLI:

OTBeT 2: D03UHOMUILHLIN Y3IT0BOW FTIOMEPYIOCKIEPO3
onucblBaeT nopaxeHne Knmmenwtnna-BunbcoHa,
Habntogaemoe npu gnabetndeckon HedponaTum.

OTtBeT 3: ['MnepkneToYHble KNy6o4kM ¢ 6oMbLINM
KOSIMY4ECTBOM HEUTPOMUITOB YKa3blBaKOT Ha
NOCTUHMEKLMOHHBIN rITOMepPYNoHedPUT.

OtBeT 4: MesaHrnansHas nponudepaums Habnogaetcs
npy HedpponaTum IgA (6onesHb beprepa). OTnoxeHune
MMMYHHOIO KOMMIeKca B Me3aHrmyme npuBoanT K
aKTMBaLUM Me3aHrmarsbHbIX KIETOK, YTO BNOCeACcCTBUN
BbI3bIBAET Me3aHrnarbHy rmnepLenionapHOCTb.
OtBeT 5: KpacHo-3eneHoe aByny4yenpenomsieHme B
NnosiISipM30BaHHOM CBETE Ha OKpalUMBaHUM KOHIO OnucbiBaeT
aMmmnIiongos rnoyex.




