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O6bveguHeHne

AKTYaNbHOCTb M LeNb S PIO

AKTYyanbHOCTb:  WHIMBUTOPLI  KanbuuHeBpuHa (MKH) paccmaTtpuBaloTcds B KayecTBe MepBOM  JIMHUM
MMMYHOCYNPECCMBHOM TEpannumM NANONaTUYECKOro CTepona-pe3nCcTeHTHOro HeppoTuyeckoro cuHapoma (CPHC) y
netei '. CornacHo nocieaHUM AaHHbIM, Tepanua UKH Takxe npuMBOAUT K UHAYKLUMU PEMUCCUM N YAYYLLEHUIO
MoYyeyHbIX UCX0A0B Yy AeTeit ¢ moHoreHHbiM CPHC 2. OgHMM M3 OCHOBHbIX NOBOYHbIX 3pdeKToB Tepanun NKH
asnsetca pa3sutne MKH-accoummpoBaHHom ocTpoit HeppoToKenuyHocTn (MKH-OHT), yactoTa 1 XxapaKTep Te4yeHun
KOTOPOM y AEeTEN C MOHOreHHbIM 1 nanonatnyeckum CPHC octatoTcs HEM3BECTHBLIMM.
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Llenb uccnepoBaHuA: NPOBECTU CPABHUTENbHbIN aHaws “acToTbl M xapakTepa TeuyeHna UKH-OHT y neteit c
MOHOreHHbIM 1 ngmonatnyeckum CPHC.

3aBUCUT I HACTOTa U XapaKTep Te4eHus
MUKH-HedpOoTOKCUMUYHOCTU

UHrM6UTOPDI ot reHe3a CPHC
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"Trautmann A., al. Ped Neph, 2020; Rovin B.H., al. Kidney Int, 2021;
2 Malakasioti G., al. Ped Neph, 2021; Lane B. M., al. Kidney Int., 2023;
3Ume A.C., al. Am J of Phys-Ren Phys, 2021; Lee J.M., al. Ped Neph, 2021;
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perten beBoYeK Ma/IbuUKOB

UccnepoBaHue: peTpoCcrneKkTMBHOE O4HOLEHTpOBOE.

B uccneposaHue BKAw4eHbl getn co CPHC c CDCI'C,‘,.,Q::TmrHyBLume
pemmnccnu K 12 mecauam tepanmm umknocnopmHom A (LcA).
TepaneBTUYECKMI NEKAPCTBEHHbIM MOHUTOPUHI NPOBOAW/ICA BCEM
Aetam Ha Tepanun LicA ¢ nogaepxaHnem C, LICA KpoBM B pamKax
TepaneBTUYecKoro agmnanasoHa (80-150 Hr/mn) .

UKH-OHT onpepenanacb npu rnosblleHUN YPOBHA KpeaTUHUHA KPOBU
6onee, uem Ha 30% No cpaBHEHUIO C UCXOAHbIM, Ha Tepanuu LcA .
MoneKynapHo-reHeTuyeckoe obcnegoBaHme NpoBeeHO BCeEM AETAM
METO/40M NOJIHO3K30MHOro/NMO/IHOreHOMHOTO CEKBEHUPOBAHMUA.

"Trautmann A,, al. Kidney Int., 2020

39.3% 60.7%

11 peteiic 17 peteii c
MOHOreHHbIM MAMONATUYECKUM
CPHC

*MaToreHHble BApPUAHTbI B reHax:
LMX1B (n=3), NPHS2 (n=2), COL4A3 (n=1), C3 (n=1),
ANLN (n=1), CRB2 (n=1), LAMB2 (n=1), SGPL1 (n=1)

CokpauieHus:
MKH-OHT — octpasa HedppOTOKCMYHOCTb, accoummnpoBaHHan ¢ MKH

PCK® — pacueTHas CKOpoCTb KAybo4KoBO ¢puabTpaLmn
CPHC - ctepouna-pe3ncTeHTHbIN HeDPOTUYECKUIA CUHAPOM
®CIC — poKanbHO-CErMeHTapPHbIM IMOMEPYIOCKIEPO3

LcA — unknocnopuH A
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P MONoAbIX HepPonoroe Pﬂ 0

Moynnbl ¢ MoHOreHHbIM™ (n=11) 1 Tabn. 1 YactoTa 1 xapakTtep TeyeHna MKH-OHT y geTteit c MOHOreHHbIM 1 namnonatnyeckmum CPHC

namonatmnyeckmm (n=17) CPHC c ¢CIc XapaKTepucTuKm MOHOreHHbI Upunona-
6b1an conoctaBumsl (p>0.05) no: CPHC TMueckuii CPHC
(n=11) (n=17)

*  Bo3pacty maHudecrauumn CPHC (6,9 np. 5,8 ner) Yactora O6was yactota, % 90.9 76.5 0.62
*  pautenbHocTu 3abonesaHua go tepanum MKH (8,0 np. 7,0 mec.)  YKH-OHT
*  ucxopHom pCK® ao crapta MKH (119,0 np. 96,1 ma/mun/1,73 m?) 4 Yacrora B nepsble 6 mec., % 60 61.5 >0.999
* crapToBoli go3e LicA per os (4,2 np. 5,0 mr/Kkr/cyT) I'IOKasth% [l03a LICA, mr/ki/cyr 55 53 50.999
* TepanesTMYeckomy ypoBsHio C, LicA (138,0 np. 116,1 Hr/mn) "a MOMEI-?%‘ ’ ' ' )
*  AnutenbHoctn Tepanuu UKH (23,0 np. 24,0 mec.) UKH-OHT  YPoBeHb Cq, LICA nr/mn 120.0 128.5 >0.999

CreneHb noBblWEeHUA 36.5 40.5 0.337
CokpaweHua: KpeaTuHuHa, %
MKH — nHrmbutopbl KanbunHEBPUHA CreneHb cHMXKeHuAa pCKP, % 24 26 0.616
MKH-OHT — octpaa He$ppOTOKCUYHOCTb, accoumnmpoBaHHas ¢ MKH .
PCK® — pacyeTHasa ckopocTb KNyboukoBon GpunbTpauum ROAGECIEOIRETEHIC 60 69.2 0.685
CPHC - cTtepona-pe3ncTeHTHbIN HEPPOTUYECKUIM CUHAPOM HOBb"‘”eHoMeM KpeaTUH1Ha
®CIC — doKaNbHO-CErMeHTaPHbIM ITIOMEPY/IOCKAEPO3 Gonee 50%

CA — umknocnopuH A

H HARocnop Yactota HeobpaTtumoro cHuxkeHuna pCKP 36.5 35.3 >0.999

C, UKH - MKH
0 Hy/ieBan KORLEHTPaUNA 8 KposH nocne otmeHbl UKH B cBA3n ¢ UKH-OHT
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* YactoTa 1 xapaktep TedeHmna MKH-OHT, a Takke AMHaMKUKa NoKa3aTeneu
dunbTpaunMoHHON PyHKUMM noyeK nocne otmeHbl UKH y aeten ¢
MmoHoreHHbim CPHC He oTan4yanuncb OT TaKOBbIX Y NALLMEHTOB C
namonatnyecknm CPHC, yto nossonaet paccmartpueate MKH B KavyecTse
BO3MOYKHOU MHAYKLMOHHOU TepandemoHoreHHoro CPHC.

* Bbicokas yactoTta pa3sutusa UKH-OHT (6bonee 70%) n accoummpoBaHHOrO C
NMKH-OHT HeobpaTtumoro cHuxKeHusa pCKP (bonee 30%) B obeunx rpynnax
NAaLUMEHTOB NOAYEPKMBAET HEODXOAMMOCTL TILATENBHOTO
MOHWUTOPMPOBaHWA YPOBHA KpeaTnHMHa KPOBM 1 Co yca Ha Tepanun NIKH ¢

LEeNblo NpoBeAeHUA CBOEBPEMEHHOWN KOPPEKLMM A03bl TN OTMEHDI
Tepanun UKH.
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