LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

FnomepynsipHble 60ne3HU: poKanbHO-CErMeHTapPHbIN
rnoMepynocknepos

KnuHuyeckune pekomeHdaumn MuHsapasa Poccun - B3pocrnble - peaakums 2024 1., ctaTyc «[pumeHseTtcs» Ha 04.11.2026 - MKB-10: NOOJ,
NO11, NO21, NO3.1, NO4.1, NO5.1, NO6.1, NO7.1 - HaumoHanbHast AccoumaLms Hepponoros

DoKanbHO-CerMeHTapHbIi FrnoMepynocknepos (PCrC) — nogoumMTonaTs, NPOoABNAWAACA NPOTEMHYPUER U
HedpOoTUYECKMM CUHOPOMOM U NoATBEPXAaEMas MOpPOonormyeckn. MasHble 3a4a4n — MOATBEPANTL AMArHO3
Buoncuen, oTNNYNUTb NEPBUYHBIN BAPUAHT OT BTOPUYHOIO U FEHETUYECKOT O, OLLEHUTb PUCK OCNOXHEHWI U
noaobpaTb PEHONPOTEKTUBHYIO UMM UMMYHOCYNPECCUBHYIO TEpanuio.

naBHoOe

» ®CI'C knaccuduUMpYIOT Kak NePBUYHbBIN, BTOPUYHbIA, FEHETUYECKUI UK C HEU3BECTHOM MPUYMHON. [epBUYHbI
BapWaHT Yallle CoNpOBOXOAETCH HEPPOTUYECKUM CUHOPOMOM M AnddY3HbIM (=80%) pacnnacTbiBaHUEM HOXEK
NMOOLMTOB; BTOPUYHbIN OBbIYHO CBA3aH C rurnepdunbTpaLmen, BHyTPUKITy6OUKOBOW rMNepTeH3nen, TOKCUHaMm
WV BUPYCaMum U 4aCcTo NPOoTeEKaeT 6e3 HePPOTUUECKOrO CMHAPOMA.

MepBuUHbIN PCIC yCTaHaBNMBAIOT TONbKO MNOCNE UCKMIOUYEHUA BEPOATHBIX MPUUMH BTOPMUYHOro BapuaHTa (YYP C,
yonas).

Y Bcex naumeHToB oueHusatoT XBl: pCK® paccumnTbisatoT no CKD-EPI, ykasbiBatoT cTaaumio Xblu kaTeropuio
anbbyMuHypumn. HedpoTtuyeckasn anbbyMuHypust — =2000 Mr/CyT, UTO COOTBETCTBYET CYyTOUYHOW NPOTENHYPUK =3,5
r.

Mpy ©CI'C 1 NpOTENHYPUM HE3ABMCHUMO OT NPUYNHBI Ha3Ha4atT MHrMBuTop AMN® nnn BPA npy oTCyTCTBUK
NPOTVMBOMOKA3aHUM AN CHUKEHWS MPOTEUHYPUM U 3aMeaneHus NporpeccuposaHns 6onesmn (YYP A, YOO 1).

[MHOKOKOPTUKOUAbI Y UHIMBUTOPbI KanbLUMHEBPUHA HE MPUMEHSAOT npu BTopuyHoM OCIC, ®CI'C ¢ HenssecTHOM
MPUYMHON 1 6€3 HEPPOTUUYECKOrO CMHOPOMA; OCHOBA NTEYEHNA — BO3AEUCTBUE Ha NMPUUMHY U
HedpPONpPOTEKTMBHAA Tepanua no pekoMmeHdaumnam no X6 (YYP C, OO 5).

Mpw nepsryHOM OCIC ¢ HedpOTUYECKMM CUHAPOMOM MepBas NMHUSA — BbICOKME A03bl NPeAHW30M10Ha N0
WHIMBUTOP KamnbLWHEBPUHA B COYETaHUM C HM3KOM 1030W npeaHn3onoHa (YYP B, YOO 3).

OTBeT Ha neyeHne — Hanbonee CUNbHLIM NPOrHOCTUYECKUI GaKTop. YacTUYHas UK NOMHas PeEMUCCHS
CYLLECTBEHHO MOBbILLIAET BEPOATHOCTb COXPaAHEHUSA QYHKLMM NOYEK; NPWU OTCYTCTBUM OTBETA PUCK
nporpeccupoBaHng 4o TIH 3HauMTeNbHO BhiLLe.

OunarHocTuka

1

. [poaHann3npoBaTb xanobbl, AaHHble aHaMHe3a 1 U3MKaNbHOro NCCNefoBaHMA AN OLEHKN ONUTENbHOCTM,
THAXECTU U KIMHUYECKUX MPOSBIEHNI BONE3HN, a TakKe BbIIBIEHUA aCCOLMMPOBAHHbLIX COCTOSAHWI 1 3a60neBaHun,
3HauYMMBbIX ANd Bbibopa neveHns (YYPC,YOO5).

2. ﬂpOBeCTM (DVI3VIKaJ'IbHO€ obcnenoBaHMe: OLLEHUTb OTEKMN, apTepuanbHOE AaBneHune, npn3Haky rmnoBosieMnn n

HedPOTUYECKOrO KpK3a, BKIOUas ONUIYPULO, TaxmKapamio, XONoAHble KOHEYHOCTM M OPTOCTaTUYECKYHO
FUNOTEH3MIO.

3. BoinonHnTL 6a30Bble NabopaTopHble NCCneoBaHns No pekoMeHaaLumam no XbIMN ans oLeHKM BblpaXeHHOCTU

OMCOYHKLMM NOYeEK, MPOrHO3a, BbiiBNEHWSA GakTOPOB, BNSIOLLMX Ha TAKTUKY NeYeHus, U onpeneneHns obbemMa
Tepanuu (YYP C, YOO 5). Mpu HedpOTUYECKOM CUHAPOME AOMOMHUTENBbHO OnpedenuTb J-ammep,
npoTpoM6uHoBOE Bpemsa/MHO, AYTB n dubpuHoreH (YYP C, YOO 4).

4. [Mpy NOJO3pEeHUN Ha TPOMBO3MBOIUIO U TAXENOM HEDPOTUHECKOM CUHAPOME C albByMUHOM <25 /11 BbINOMHUTL

LyrnneKCcHoe CKaHNPOBaHWe BEH HUXHUX KOHEYHOCTEN, HUXXHEN MOMOW 1 MOYEYHbIX BEH; MPU OTCYTCTBUK
npoTusonokadaHui — KT rpyaHov u/nnv 6prowHOM NOMOCTH C BHYTPUBEHHbLIM 60OCHBIM KOHTPaCTUPOBaHWEM
(YYPC, YOO 4).

5. BoinonHnTh 61oncumio noyku nof Y3-KOHTPOIeM C NaTosioro-aHaToMUYeCkUM UCCnefoBaHWeM, eCnin HeT

npoTusonokasaHui (YYP A, YO 2). Ans HagexHoro nomcKa o4aroBbiX MOPaxeHn XenatenbHo oLeHneaTth 12-15
nocnenoBaTenbHbIX CPE30B, KaxXabl MUHUMYM C 8 Kny6ouKamu.

6.locne noaTeepxaeHuna oCrc NPOBECTU INTEKTPOHHYO MUKPOCKOMUIO A4 OLLeHKM pacniaCTbiBaHNA HOXEK
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NOAOLMTOB U Pa3rpaHUYeHms NepBrUYHOrO 1 BTOPUYHOMO BapuaHTos (YYP C, YOI 4). Mpw OTCYyTCTBUM BTOPUYHOM
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NPUYKHbBI, ETCKOM AebloTe, CeMENHOM aHaMHe3€e UM Pe3UCTEHTHOCTU K NPeaHN30N0HY/UHMrMbUTOpam
KanbLIMHEBPWHA BbINOMHUTL FreHeTudeckoe nccnefosarune (YYP A, YOO 2).

INNeueHue

« BceM naupeHTam NpoBOAAT HEMMMYHOCYMPECCUBHYIO PEHOMPOTEKTMBHYIO TEPaNnuIo No pekomMeHaaumsam no Xbr.
Mpu NPOTENHYPUK Ha3HauaoT UHMMGMTOP AMN® 1 BPA npu 0TCyTCTBUM NpOoTMBONOKasaHui (YYP A, YOO 1).

« [Ina npo®unakTnK1 BEHO3HbIX TPOMBO30B Y CTALMOHAPHbIX NaLMEHTOB C HEPPOTUUECKUM CUHOPOMOM U
ansbyMUHOM < 25 r/n NPUMEHSIOT SHOKCanapwH 1y ganTenapuH 4o perpecca Taxenown runoansoyMmHemMnmn nnbéo
Ha3HaueHWs anbTepHaTveHon Tepanum (YYP C, YOO 4). MpodunakTuyeckme o3bl 3HOKCanapuHa CoCTaBnsioT
4000-8000 aHTK-XA ME nogkoxHo 1 pa3 B CyTkM; 003bl fanTenapuHa — o1 2500-5000 aHTn-XA ME go =7500 aHTK-
XA ME noakoxHO 1 pa3 B CyTKM; 403y BbIGMPAIOT C y4EeTOM prCKa TPOMBO030B M KPOBOTEUEHUN.

Mpwn XBIN C1-4, HedpoTryeckoM cuHapome n pCK® >15 Mn/MuH/1,73 M2 ANa npodunakTuku UNn neveHns
TPOMBO3IMBOUI NMPUMEHSIOT NMPAMbIE MHMMBUTOPBI GakTopa Xa — anvkcabaH unu pusapokcabar (YYP A, YOO 2). B
npvBeAeHHbIX MCCNENOoBaHNSAX ANA NPOPUNaKTUKN MPUMEHSANW annkcabaH 5 Mr 2 pasa B CyTKW U puBapokcabaH
20 Mr B CYTKW; YMEHbLLUEHHYIO AO3Y annkcabaHa 2,5 Mr 2 pa3a B CyTK1 UCMOMb30Bann y OTAENbHbIX NaumeHToB. [ng
NeveHna BeHO3HOro TpoMb03a B MCCNeoBaHUM MPUMEHSANN puBapokcabaH 30 M B CYyTKV B TeYeHNe 3 Hefeb.

Mpwv nepsoM anusofe nepsryHoro PCIrC ¢ HeppPOTUYECKUM CUHOPOMOM Ha3HaYaloT NPeAHU30MoH 1 Mr/Kr/cyT
BHYTPb, MakcumMym 80 Mr/cyT, B TeueHne 8 Hefenb C NoCNeayoLmMM NoCTeneHHbIM CHUXEHWEM; anbTepHaTUBHO
BO3MOXHbl 3 BHYTPUBEHHbIX BBEAEHWSA METUNMNPEAHM300Ha Mo 11 Kaxable 24 Yaca, 3aTeM npeaHn30noH 0,5 mr/kr/
CYT Ha 8 Hefenb. [NepBas NMHUA TakKe MOXET BKIK0YaTb LIMKIOCNOPWUH 3-5 Mr/kr/cyT unm Takponumyc 0,05-0,1 mr/
Kr/cyT B ABa nNpvemMa BMECTE C HU3KMMW JO3aMW MPeaHN30I0oHa.

Mpu Tepanmm HrMbUTopamm KanbLMHEBPUHA LLEeNeBble KOHLEHTPaLMK B Ga3e NHAOYKLMU COCTaBNSAOT AnA
umknocnopuHa 100-200 Hr/mn, ang Takponumyca 5-10 Hr/mMn. MNpy BOCTUXEHWM LLeNeBOW KOHLLeHTpaLumM npenapart
NPOAOMKAIOT B 3TOW 03€e elle 6 MeCALLEB; Y NaLMEHTOB C NOTHOM UMW YaCTUYHOM PEMUCCHEN NeveHne
NPOAOIIXAOT A0 OBLLEro Cpoka 12 MecsLEB, 3aTeEM MENEHHO OTMEHSHAIOT B TeueHue 6-12 MecALEeB.

Mpu cTepona-pe3ncTeHTHOM nepsrnyHOM PCIC HasHauatoT LIMKNOCNOPUH C HU3KUMKM JO3aMU NPeaHU30N0Ha 1N
6€3 HUX MUHUMYM Ha 6 Mecsues (YYP A, YOO 1). AnbTepHaT1Ba npy NpoTUBOMNOKa3aHUsX Ui HENepeHOCMMOCTH
LMKMNOCMOPUHA — TaKPOMMMYC C NPedHW30MOHOM; LieNeBas KOHLEeHTpaLms Takponumyca 5-10 vr/mn (YYP B, YO 2;
YYPA,YOO2).

Mpw CTeponad-3aBUCMOM/YacTO-peLManBUpyoLLeM nepBryHOM @CIC NPUMEHSIOT LIMKITOCMOPWH UK pUTYKCUMab
ANSA OCTUXKEHWSA UMW MOAAEPXAHUSA PEMUCCUN Y CHUXEHWSA YaCTOTbl PeLMAnBOB. MNpu CTEPOUA-3aBUCUMOM WX
CTEPOUa-PE3NCTEHTHOM NepBrYHOM PCIC MOXeT paccMaTprBaTbCA TakpoIMMyC. MNpu CTEPOU-3aBUCUMOM
nepsuyHoM ®CI'C BO3MOXHO npuMeHeHue umknodocdammaa 0,5-0,75 r/m2 BHYTPUBEHHO EXEMECAYHO B TeUeHne
6 Mecsues (YYP B, YOI 2); pexuMbl puTyKCrMaba BKoYaoT 375 Mr/M2 1 pas B Heento 4 pasa vnu 11 asaxasl C
uHTepBanom 2-3 Heagenu (YYP A, YOO 2).

Korpa HanpaBuTb M Kak Ha6nopaTb

« OKCTpeHHas rocnuTanunsaLma nokasaHa npy nofospeHun Ha Orri: anypes <0,5 mn/kr/y 6onee 6 Yacos, poCcT
KpeaTuHWHa 6onee YeM Ha 509 3a 7 oHen nnu Ha >26 MKMonNb/n 3a 48 yacos.

FocnuTanmsaumsa HyxHa npu 6elCTPOM CHMXeHUN CKO nnmn pocte kpeaTnHuHa 6onee yem Ha 50% 3a 3 mecsua,
[EKOMMEHCUPOBaHHbBIX BOAHO-3MEKTPONMUTHBIX HAPYLLEHUAX UK aUNO03€, HEKOHTPONMPYEMOW rMnepruapaTtaumm,
TAXENOW TMNEPTEH3MMN 1 APYTUX OCMOXHEHUAX, TPEDYIOLLMX IKCTPEHHON TEPanuM Unu avanuaa.

OKCTpeHHOE HanpaBneHne Takxe NokasaHo npw Brepsble BoigBneHHon pCKO <30 MA/MWH/1,73 M2 unn
apTepuanbHOW rMNePTEH3MK, He NoAAaIoLWENCA aMByNaTOPHOMY NeYeHMto, BKIOYasa rMnepTeH3NBHbIN KPK3.

MnaHoBaga rocnnTannaauma TpebyeTcs ANg NepBUYHON ANarHOCTUKK, NPU HapaCcTaHU MPOTENHYPUM, BriepBblie
BbISIBIEHHOM HEDPOTUYECKOM CUHLAPOME UK COYETaHUU rMnoanbbyMUHEMIUM C NPOTENHYpHen =3,5 r/cyT/1,73 M2,
a TaKxe ans broncum, Apyrmx CAOXHbLIX MCCNenoBaHU N MPOBEAEHUA UMMYHOCYMPECCUBHOW TEpanmu.

MaureHToB ¢ nepsryHbIM @CIC € pe3NCTEHTHOCTBIO K FMIOKOKOPTUKOUAEM U C PE3NUCTEHTHOCTLIO UK
HEenepeHOCUMOCTbIO MHIMBUTOPOB KarnbLUWMHEBPUHA HANPaBNSIoT B CMELMann3npoBaHHbIN pernoHanbHbIN Unm
denepanbHbI LEHTP ANs AOMOMHUTENbHOM AMarHOCTVKM M OnpeaeneHns anbTepHaTeHoro nedenund (YYP C, YOO
5).
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YacTble BOonpochl

Kak nogresepaunTb anarHo3 ®Crc?

OKOHYaTeNbHbIN ANarHo3 yCTaHaBIMBAIOT MO GMOMCKM NMOYKM C NaTONOr0-aHaTOMUYECKMM UCCNeaoBaHMeM. 3-3a
04aroBOro XapakTepa nopaxeHus 06paseL, [OMKeH 6biTb afekBaTHbIM; MEKTPOHHAs MUKPOCKOMVS MOMOraeT
OLLeHUTb PacnacTbiBaHWUE HOXEK MOAOLUTOB U YTOUHUTL BApUaHT 60ME3HM.

Kak otnnuntb nepsuyHbIn ®CI'C OT BTOPUYHOrO?

MepsuyHbI ®CI'C — cneumnpuryeckoe nospexaeHue nogoLUmMTos 6e3 O4eBUAOHbBIX MPUYKH, YaLle C HePPOTUHECKUM
CUMHAPOMOM M Anddy3HbIM (=80%) pacniacTbiBaHMEM HOXEK NOAOUMTOB. BTopuuHbI PCI'C 06ycrnoBneH
BHYTPUKITY60UKOBOM rMnepduibTpaumnen/rmnepTeH3neit v npsambiM BO34eNCTBMEM TOKCUHOB UM BUPYCOB, YacTO
npoTekaeT 6e3 HePPOTUUECKOrO CHHOPOMA U NP OM 06bIYHO CONPOBOXAAETCA o4YarosbiM (< 80%)
pacrnnacTbiBaH/EM OTPOCTKOB NMOAOLMTOB.

Korga Ha3HauaTb rn POKOKOpTMKOMHbI?

[na nHayKumm pemmceun y naumeHTos ¢ nepsmyHbiM @CIMC 1 HedppoTUHECKUM CUHOPOMOM B Ka4eCTBe NepBo NMMHMUM
PEKOMEHIYIOT MOHOTEPArMIO BbICOKUMM JO3aMM MPEOHN30/I0Ha UM Tepanmio MHrmbutopamm KanbLnHeBprHa B
KOMBWHAaLMM C HU3KMMW [O03aMM MPeaHM30SI0HA.

YT0 nenaTb Npu cTepona-pe3ncTeHTHOM nepsuyHom PCrc?

OCHOBHas peKOMEHA0BaHHasA CXemMa — LIMKIIOCTIOPUH C HU3KMMM J03aMU NPeaHU30/10Ha UK 6e3 HUX He MeHee 6
MecsLeB. MNpy NPOTUBOMNOKA3aHUSIX U HENEPEHOCUMOCTM LIMKIIOCMOPUHA UCMOMB3YIOT TakponMMYC C
NpeaHN30M0HOM.

Korpa nckaTb reHeTuyeckyto npuunHy ®Crc?

FeHeTUYeCcKoe UCCnefoBaHWe NPOBOAAT NPU FTMCTONOrMYeckm noaTeepxaeHHoM O@CIC 6e3 NpuyMHbI BTOPUYHOIO
BapwvaHTa, Npu AeTCkoM AebioTe, CEMENHOM aHaMHe3e, CTEPOUA- MU KanbLIMHEBPUH-PE3NCTEHTHOCTH. [Mpr XopoLLo
M3BECTHOM COCTOSIHUW, CBA3AHHOM CO BTOPUYHbIM @CI'C, reHeTUYeCKuin aHan13 He npeanarator.

BbIXuMKa caenaHa no TEKCTY pekoMeHAaLmmn 1 He 3aMeHsieT ero. MonHbI oduLManbHbIi TEKCT, KanbKyNsaToPbl U COKPaLLEHHasa BEpCUs:
https://iukonaceyeHosa.pd/cr/816-glomerulyarnye-bolezni-fokalno-segmentarnyj-glomeruloskleroz. OduumnanbHbIn MCTOUHKK: https://
cr.minzdrav.gov.ru/preview-cr/816_1
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