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BBeneHue

BeicTponporpeccupyrowuii rnomepynoHedput (NOAOCTPLINA, 3N10KAYeCTBEHHLIN,
3KCTPAKANUNNAPHLIA, C NOMYNYHUSMU)- 3TO ocobas KNUHUYecKas Popma
rromepynoHe@puTa, AN KOTOPOM XapaKkTepHbI cBOeobpasHbie Mopgponoruyeckue
U3MeHeHUs B KNyboukax noudek, Taxesnble KIUHUYECKUE NposBreHus,
6LIcTpONnporpeccupytolliee TedeHue C paHHUM (POPMUPOBAHUEM U HEYKITOHHBIM
HapacTaHWeM NoYeYHOU HeAOCTATOMHOCTU U pasBUTUEM ee TepMUHASIbHOU cTaauu nubo
rmbenu NAUUEHTOB NpU OTCYTCTBUM GAEKBATHOU Tepanuu B TeudeHUe HeCKONbKUX
MecalueB UNU aaxe Hepenb. ITO KNUHUYECKUU CUHAPOM, G He OTAernbHas
Ho3onoru4yeckas opma rnomepynioHe@puta.Xapaktepusyerca Ype3BbIMAUHO BLICOKOU
QKTUBHOCTbLHO MATOSNIOMUYECKOro NpoLiecca, TAXKENLIM NPOrpeccCUpyHoUM TeveHuem,
HapacTakoleid NoYeYHOU HeAOCTATOYHOCTbIO C pa3sBUTUEM TEPMUHASIBHOW ypemuu B
TeyeHUe HeCKOSbKUX Heaesnb UMK mecales.

YacToTa O6bicTponporpeccupyrouiero rnomepynoHecgpputa coctasnsaet 2-10%
Bcex ¢hopm rnomepyrioHedppuTa, perucTpupyemMmsix B creymnanuuampoBaHHbIX
Hedporornyecknx ctaumoHapax.

BuicTponporpeccupyrowmin rnomepynoHe@puT y AeTen Kak BapUaHT
NepBUYHOro rromepysioHegputa Habnroaarot peako (B 3-5% cnyuaes),
npeuMylLLecTBeHHO Y NOAPOCTKOB.



STMonorma n natoreHes

BrrpenatoT nepBuUYHLIU U BTOPUYHLIU BbICTpONpOrpeccupytowme

rnomepynoHegpuUThL.
eBbrnenator Tpu TMNG NEPBUYHOIO UAMONATUYECKOro 6bICTpONpOrpeccupyroliero
rriomepynoHe@puTa.

%bbrcTponporpeccupytolwuia rnomepynoHe@pUT C GHTUTENIAMU K GHTUreHaM
6a3anbHOU MeMbpaHbr knyboukos. BepoatHo, knetku 6a3anbHou mem6paHbI
kny6oukoB NpuobpeTaroT GHTUreHHbIe CBOMCTBA MOA BRUSHUEM BUPYCOB U
APYrUX (PAKTOPOB BHelHeW cpepabl.

$UmmyHOKOMNNEKCHBIW 6bICTPONPOrpeccUpyrolmiA rnoMepyioHePpUT.
<bbicTponporpeccupyrowmi rnomepynoHePput 6e3 UMMYHHBIX KOMMNEKCOoB, HO
4acTo C GHTUTeNamMu K LUTONsasmMe HeUTpOUIIOB.

eBTOpUYHBIN 6bICTPONPOrpeccUpyrolWwmiA rnoMepyrioHePpUT MOXeT pasBUTLCA NpU
PA3NUYHBIX UHPEKLUMOHHBIX, CUCTEMHBIX 3a6onesaHUax U onyxonsax.

TTpyumHa 3a6onesaHUs TOUYHO He ycTaHoBneHa. bonesHb moxer 6bITb
TPaHCOpMaLiueu OCTpOro rriomepynioHe@pUTa U TOrAa AONYCKAeTCA CBA3b CO
CTPenTOKOKKOBOU UH@Pekuueu. B uHbIX cnyyasx noaocTpuIiA rnomepynoHepput

paccmaTpuBaeTcs Kak ayTOUMMYHHBIU npouecc, NpU KOTOPOM OCHOBHGS POSib
OTBOAUTCA LIMTOTOKCUYECKUM QyTOGHTUTEsNam, HanpaeneHHbIM NPOTUB GHTUMEeHHBLIX
AeTepMUHAHT 6asanbHoOU membpaHer kanunnapoe knybouxkos. TTo-suaumomy, aH-
TUreHHOCTb NpuobpetaeTca knetkamu 6asanbHOU membpaHLI NoA BNUSHUEM BUPYCOB
WU APYrux paKTopoB BHelUHel cpeabl.



Knaccudoukauus

Xota eauHoro mexaHusma passutusa bTTTH He cyuwecteyer, He sbIsbiBaeT
COMHEeHUa TOT PAKT, YTO 6ONbLIMHCTBO NoBpexaeHu knyboukos
onocpefoOBaHO UMMYHoOnorudyecku. MimeHHo Ha ocHoeBaHUU
UMMYHOSOrMYeCcKUX AAHHLIX pa3paboTaHa cospemeHHas nNpakTuyeckas
KNACCUPUKALIMA FNOMepyioHePpUTa ¢ NONyNyHUSMU:

eTun I (aHTU-BMK):
e/lanonatmuyeckum
eCuHapom l'yanacuepa
oTun IT (MMMYHOKOMNIIEKCHLIN):
e/lanonatmuyeckum
eCUCTeMHas KpacHas BONYAHKA
o TTOCTUHPEKLMOHHBIN
oTTypnypa LUleHnelHa-TeHoxa
oTun III (manoummyHHeri, AHLIA-accoumumpoBaHHbIA):
e/ lanonarmuyeckum
o[ paHynemato3 BereHepa
e Mukpockonuyeckun NONUAHTUUT



I min rnomepysioHegpuma ¢ noslynyHusmu (3abonesaHwe, BbI3BAHHOE AHTUTENIAMMU K
6a3anbHoOM membpaHe kanunnapos knybouka (BMK)) xapaktepusyeTtca IMHENHBIM
OTNOXeHUemM UMMYHOTNOo6YIMHOB rpynnbl G U (BO MHOTUX cryvasx) C3 gppakumu

KomnnemeHTa Ha BMK. Y HekoTopbIix 60nbHBIX aHTU-BMK aHTUTena cea3bIBArOTCS Takxe ¢
6a3anbHLIMU MeMbpaHaMU KaNUNNSPOB SlerOYHbIX arbBeOos1, BbI3bIBAS KIUHUYECKYHO
KAPTUHY J1erOYHBLIX KPOBOTEYEHUM B COYETaHUU C NOYEYHOU HeaoCcTaTouHOCTbo. O Takux
60nbHLIX FOBOPAT, UTO Y HUX cuHApom Tyanacyepa (ANs OTrpaHUYeHUs AAHHOTO COCTOSHUS
OT TAK HA3bIBAEMbBIX UANONATUYECKUX CIyYaeB, NPU KOTOPLIX NOpaXxeHue noyek

OTMeudaeTCs B OTCYTCTBUE NlerOYHOro 3abonesaHus). B cbIBOpOTKe KpOBU BbIABNAFOTCA

aHTuTena Kk bBMK, koTopblie nomoraroT yCTaHOBUTL AUArHO3. BaXHO Kak MOXHO paHbLue

pacnosHatb I TMn rnomepynoHempuTa ¢ NONYNYHUSMU, NOCKOSbKY Y 60NbHBIX OTMeuYaeTCs
NONOXUTENbHLIN 3(PPEKT OT NPUMEeHeHUs nnamagepesa, KOTOpbIN yaanseT naToreHHbIe
aHTUTeNa U3 KPOBOTOKA.

AHTU-BMK rnomepynoHegpuTt, Kak Npasuno, NposBRSeTCs rematypuen, HeqpUTUYeCKUM
MOYeBbIM OCAAKOM, CYbHempOTUYEeCKOM NpoTeuHypuen u beIcTponporpeccupyrolleii (B
TeyeHue Hepenb UK MecsleB) NOYeYHOU HeAOCTATOMHOCTBHO C JlerOYHBIM KpoBOTeYeHUeM
unu 6e3 Hero. JlerouyHoe KposoTeueHUe 06LIYHO NpealecTByeT HepuUTy 3a Hedenu unu
mecsaubl. TTpossneHUs remogpTr3a MOryT KonebaTbcs OT 06,1aKOBUAHBIX ferOYHbIX
WHPUNLTPATOB NPU PEHTreHOCKONUU OpPraHoB FPyAHOU KNeTKU U cnaboi OAbIWKU npU
(PU3UYECKOU Harpyske A0 YrpoOXaroLero Xu3sHu neroYHoro KposoTteyeHus. AptepuarnbHas
rMnepTeH3mna otTmevaetcs MeHee Yem B 20% cnyvaes



IT man rniomepynoHegpuna ¢ nosynyHuamm obycnosreH UMMYHHBIMU KOMMNEKCamm,
KoTopble 06pasyroTCa UMU OCeAaroT B PA3SINYHBIX YYACTKAX MNOYeyHOro knybouka. OH
MOXeT OCIIOXHATb NHObbIe UMMYHOKOMMIIEKCHbIE He@pPUTLI, BKIFOYAS
MNOCTCTPENTOKOKKOBLIN, NFONYC-He(mpUT NpU CUCTEMHOU KpacHOW BOMYAHKeE,
UMMYHOrnobynuH A(IgA)-Hepponaturo, nypnypy LUeHneliHa—IeHoxa u 1.4. Bo Bcex
TAKUX CNYyYasX UMMYHOMIIHOOpeCLIeHTHbIe UCCNeAoBaHUS NOYeYHOro bMonTaTa BbISBNSHOT
XAPAKTepHbLIN FpaHynapHbIN (B BUAE 6ynbIXHOU MOCTOBOM — «lumpy bumpy») Tun
cBeYeHUs. STUM 60NbHBIM, KaK NPABUIIO, He MOMOraeT niasmacgepes, oHU TpebyroT
GKTUBHOIO fle4YeHUs OCHOBHOrO 3abonesaHus.

IIT man rnomepysioHe@puna ¢ noJslyslyHUSMU, HA3bIBAEMBIN TAKXKE MATTOUMMYHHBIM
BUAOM, Onpeaenserca B oTcyTcTeue aHTuTen k BMK unu nuMmyHHbIX Komnnekcos npu
UMMYHOMPHOOPEeCLIeHTHOW NTM60 3NeKTPOHHOU MUKPOCKONUU. Y 60MbLUIMHCTBA NALMEHTOB
(80%) B cbIBOPOTKE KPOBU ONpenenatoTca AGHTUHEUTPOPUIIbHBIE LIMTONNA3MaTUYeCcKue
aHTuTena (AHLLA), B cBa3U ¢ Yem nopaxeHue NoYeK Y 3TOU YacTu 60MbHLIX HOCUT
Ha3saHue AHLIA-accouumposaHHoro rnomepynoHepputa [9,10].

ManoOUMMYHHbLIV FNOMepyNOHEPPUT C NOSYNYHUSMU MOXET BCTPeuaTbcs B BUAE
WN30JIMPOBAHHOW MOYEeYHOU (POpMbI (MAMOMATUYECKUIA) UMM KAK YaCTb CUCTEMHOrO
BACKyIUTa menkux cocyaos [5,9]. B npeaenax atou noarpynner bTTIMH sbraensaroT Asa
3a46011eBaHUS, NPU KOTOPBLIX NOYKU BOBIIEKAFOTCA Ydlle, HepeaKo C TaXesnbIM TedyeHuem. ITo
rpaHysiemato3 BereHepa ¥ MUKPOCKOMUYECKUM NOSTUAHTUUT.

B nocneaHwe roavl Bce valle sbraensetca IV man rnomepynoHegpuna ¢ nosynyHUaSmm,
MPU KOTOPOM B KPOBU NALIMEHTOB C TUMUYHOU KNUHUYECKOU kapTuHou BTTIH sbIasnaroTcs
Kak aHTUTena k BMK knyboukoe nouek, Tak u AHLIA



KnnHmnyeckasa KapTuHa

KrnnHnyeckas kapTuHa 3aboneBaHns XxapakTepusyeTcs TsShKenNbIM 06WmMM COCTOSAHMEM BOSBHOTO,
00ycnoBneHHbIM ObICTPbIM HapacTaHMeM OTEKOB (BNIOTb A0 aHacapkn) 1 MakporemaTtypum,
3HAYNTESNbHbIM U CTOMKMM NOBbILLEHNEM apTepUanbHOro AaBieHUs], ONIUrypuen, CHUXKEHUEM

doyHKLUKMM noYek. bbicTponporpeccupyowmin rmomepyrnoHedpuT MOXET Ha4MHATLCA KakK C
HePOTNYECKOrO, TaK N HedbpuUTndeckoro cnHapoma. NpnbnnantensHo co 2-3-n Heagenu
B©ones3Hn BbISIBNAKOT rMnepasoTeMmo C HEYKINOHHbIM YBESTMYEHNEM KOHLEHTPaLMN MOYEBUHbI U
KpeaTUHWHA, aHEMUIO, rMnepxoriectepmHeMuio. B ocagke mo4vn Hapsiay € apuTpouutTamm
oOHapy>XnBarT NeNKOUUTbI, LUITMHOPbI
Naononatnyeckomy BINIMH, a Takke BINIMH npu cuHgpome N'yonacyepa 1 nogoctpom
NH(PEKLUMOHHOM 3HOOKapaAnTe HePOTUYECKNNA CUHOPOM U TMNEPTEH3USA HECBONCTBEHHDI.
XapakTepHbl Bblpa)X€HHbIN MOYEBO CUHAPOM: NPOTENHYpUS (2-3 r/n), Bbipa)xkeHHas
MUKporematypus, unnuHgpypua. Npu BINIMH, BbI3BaHHOM y3€enKoBbIM NepuapTePUUTOM,
HabngaeTcs Tsxenas, 4acTo 3riokadyecTBeHHaAsA rMNepPTEH3Us B COMETAHMM C MaCCUBHOWN
npoTenHypmnen n mukporematypmen, HC BctpevaeTcs KpanHe pegko.

[MopakeHne NoYek MOXXET MacKMpoBaTbCA HecneundnieckMmmn NposiBNeHnaMm (nnxopanka,
apTpanrus, noxyaaHue). lna scex dopm BINIMH xapakTepHo HeykIOHHO NporpeccupyoLlee
TedeHne. Ecnu He NpoBOAUTCSH akTUBHAs Tepanus, 00MnbHbIe yMUPAKT OT ypemMun Yepes 6-18 mec
OT Hayana 3aboneBaHus.



[lnarHocTtuka

Kposb
Obuwmy aHanus kposu Npu GLICTpONporpeccupyroliem rrnomepynoHegppure
uMeeT 6onee BLICOKYHO AUArHOCTUYECKYHO 3HQYUMOCTb, YeM MpU OCTPOM
rnomepynoHegpute. XapakTepHbl aHemus, BbIPAXeHHBLIA NeUKOLUTO3 C
NANOYKOAAEpHLIM CABUIFOM NEMKOLUMUTAPHOU (POPMYINbI BNesO, yeesniudeHue
CO3.
buoxumudyeckue aHanusbl kposu. TToBsbIleHO coaepxaHUe KpeaTUHUHG,
MOYEeBUHBI B CLIBOpOTKe Kposu. Buoxumuueckue npossneHus He@poTUHECKOro
CUHAPOMA: FMNONPOTEUHEMUA, AUCNPOTEUHeMUa, rMnepaunuaemms.
[1poba Pebepra-Tapeesa no3sonser BLIABUTL CHUXeHUe KNnyb6o4KkoBOU
pUNbLTpALMU.

Moya
TTpoTteuHypusa, mukporematypus, nNeuKkoUUTYpuUsa, LUUNUHAPYPUS
(spuTpouuTapHbie, neMKoUUTApHLEIE, 3epHUCTbIE U BOCKOBUAHbLIE).
OTHOCUTeNbHAA NAOTHOCTb MOUU CHUXKEHQ.
AHanu3 moyu No SUMHUYKOMY: CHUXeHUe OTHOCUTESIbHOU NOTHOCTMU,
U3ocTeHypus.

OnpesesieHVe B CynoYHoU mode cofepxaHusa benka: Ha HAYANbHLIX CTAAUAX
3abonesaHua NpoTteuHypus HOCUT cybHepoTudeckuin xapaktep (He 6onee 3,0
r/cyT), HO 3aTeM MOXeT CCPOPMUPOBATLCA KNACCUYECKUU HeppoTUYEeCKUiA
CUHAPOM.




Ceponorua, 6uoncus
CepoJiorudeckue UCCIe0BaAHUA KOPPenUpyHoT € AGHHLIMU
UMMYHO@NHOOpeCLIeHTHOro uccnenosaHus 6uontara noyku. Huskoe
copepxaHue KOMMNOHeHTa KomnJsiemeHTa C3 unu remonmuTmuveckas akTUBHOCTb
cuctemer komnnemeHta CH50 conpsaxeHa ¢ rpaHynapHLIM TUNOM OTIOXEHUM
UMMYHHBIX komnnekcoB. Ob6HapyxeHue AT k 6asanbHou membpaHe
knyboukoe (AT k konnareHy IV Tuna) coveraerca ¢ NUHEMHLIM TUMOM
UMMYHHBLIX OTNIOXEHUIA NPU UMMYHOPNHOOpPECLIeHTHOM UCCNeAOBaHUMU.
O6HapyxeHue QHTUHEeMUTPOPUIBHLIX UUTOoNnnasmaTtudeckux AT - mapkep
MGSIOUMMYHHOIO fioMepyioHePpuUTa.
Pasmepbi _noyek
XapakTepHo coveTtaHue 6bICTpPOHapacTarolWwen NoYe4YHoU HeAOCTATOMHOCTU C
HOPMGIbHLIMU PA3MEPaMU NOYEK, HO OHU YMeHbLUGHOTCA MNpuU
NpOrpecCUpOBAHUU CKNEpPOTUYECKUX UIMEHEHUN.

CTTELUMANBbHBIE METOLBI UCCNENOBAHNA
[1yHKyuoHHaa 6uoncusa nodyek - BaxHoe 3BeHO B AUATHOCTUKe
6brcTpOnporpeccupytoulero rnomepynoHegppura. ObHapyxeHue
3KCTpaKkanuUNNapHeIx ''nonynyHun"” 6onee yem B 50% kny6oukos He TONbKO
NOATBepXAaeT AUArHo3, HO U NO3BOSSeT OLEeHUTb Cepbe3HOCTb NPOrHo3a u
obocHoBaTb HeO6XOAUMOCTL GKTUBHOU Tepanuu.




JleueHune

K uenam neyeHus npum 6bicTponporpeccupyrolieM rnomepyrioHedpute oTHOCAT
cneaywowime.

lNaToreHeTn4eckoe neveHne

dlNogasneHne nMMyHoBOCMHANUTESbHbLIX peaKkuun.

ACHWXeHne cBEPTbIBaKOLLEN aKTUBHOCTU KPOBMW.

A3nnumuHauma ns kposn LUK 1 npoaykTtoB a3oTUCTOro obmMeHa ¢ nomMoLLbto
nnasmadoepesa.

dCumnToMaTnyeckoe nevyeHmne

JYMeHbLUEHNE OTEKOB.

QAHTUrMNEPTEH3MBHAs Tepanus



[1porHos3

Normal

Kidney Function

Renal artiery

—

Renal wwin

Lircer

Lirimm

(waste prodhoces)

TTporHos
6bIcTpONpOrpeccupytolero
fiomepynioHepuUTa Aaxe nNpu
0espeMeHHO HAYaTOM AKTUBHOM
eyeHun HebnaronpuatTHeIU. Y
6onbWwUHCTBG AeTeUu Yepes
ecKOmnbKO MecsalleB OT Havana
3abonesaHua Hactynaer
netanbHLIA UCXOA OT
e XpOHUYECKOU MNOoYeYHOMU
HepocTaTtouHocTU. Tipu
6brcTpONpOrpeccupytolliem
rnomepynoHeppure,
i acCOLMUNPOBAHHOM C
NOCTCTPEeNTOKOKKOBLIM
OMepYyIOHe(PPUTOM, BO3MOXHBI
6naronpuaTHLIU UCXoAa B
eMUCCUO C BOCCTaHOBNEeHUemM
(PYHKLMUU NOYeK U Aaxe
BLI3AOpOBeHue.






