J(MOAEMUNOIIOTITNA U TNTPUAYANHDI

Xbl1-accounnposaHHoro 3yna (Xbll-a3) y ognann3HbiX nayneHTOB

OBOCHOBAHMUE

Xbl1-a3 onpepnenAaeTcAa Kak 3y, BTOPUYHbIN MO
OTHOLLUEHUIO K 3a060N1EeBaHNI0 NOYEK, KOTOPbIN
He MOXeT ObITb 06bACHEH APYrnMu
NPUYNHAMW

i

PACINPOCTPAHEHHOCTDb

3yL WNPOKO pacnpoCcTpaHeH N BCTpeYvaeTcay
80% Avanu3HbIX NAaLUUEeHTOB, Npn 3TOM
noytun 40% mcnbiTbIBAKOT 3y OT
YMEPEHHOro A0 CUNIbHOIo

n bPEMA

3yA MOXET 6bITb U3HYPUTESIbHbIM, U
accoUyunmpoBaH ¢ 6onee HU3KUM KauyeCTBOM
XN3HW, NOBbILWEHHbIMU PUCKAaMU NHEKLNN,
rocnUTann3aunm n gake CMepTu

[launMeHTbl C TAMeNbiM 3yA0OM Yalle
NponycKalT npouenypbl Anannsa nnn
OTKa3blBAOTCA OT AMANN3a, YeM NaLuneHTbl C
JIEFTKUMW CUMIMTOMaMW UJTN NX OTCYTCTBUEM

[TonesHble ccoinku: https://bit.ly/3PQ3vHn
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OUWATHO3 U OLEHKA

Xbl1-accounnposaHHoro 3yna (Xbll-a3) y ognann3HbiX nayneHTOB

BBEAEHWE

KnnHunyeckasa KapTuHa

[TposasneHua Xbl1-a3 pa3Hoob6pa3Hbl No
MHTEHCUBHOCTU U NPOAOIKNTENBHOCTN;
3aKOHOMEPHOCTb pacnpeneneHuns
OTCYTCTBYET: TaK, HEKOTOPbIE NALUNEHTDI
CcoOOLWaloT O reHepann3oBaHHOM 3yfe,
HeKOTOpble - 06 OrpaHUYEHHbIX y4YacTKax

HepnooueHka

MeaunumnHckmne paboTHUKKM YaCTo
HeAOOUEHUBAKOT PAaCNPOCTPAHEHHOCTb 3yaa.
[TPUYMNH HEeCKONMbKO: BO3MOXHO, MaLMEHTbI
HUKOrAa He o6Cy»Kaann 3y C Bpayuom;
HeAoCTaTOYHOE BHMMaHME UAun oueHKa 3yaa v
ero BAIMAHNA CO CTOPOHbI KIIMHULINCTOB,;
OTCYTCTBME PYTUHHOWU OLEHKN CUMIMTOMOB

HepnoctatouyHoOe neyvyeHue

[1o pe3ynbratam ogHoro onpoca (DOPPS),
20% naumeHTOB C TAXesNbIM 3y4OM He
nony4yanu ne4vyeHus

[lonesHble cconku: https://bit.ly/3PQ3vHn

OLEHKA

Heobxoamm noapobHbin coop aHamHe3a: Paccnpocutb o
CMMNTOMaX 3yfa; NpoaHann3npoBaTb paHee
CylwleCcTBOBaBLWIME KOXHble 3a60neBaHNA N NCKNIOYUTb

NPUYNHbI, He cBA3aHHble ¢ Xbl1 (Hanpumep, neKapCTBEHHbIN
3yQ; CONYTCTBYOLWMe AepmMaTonornyeckme nnm
peBMaTosiornyeckme 3aboneBaHuns)

[TpoBecTn NnabopaTopHbIN CKPUHUHT: OLeHKa
MeTabonmnyecknx ¢pakTopoB pUCKa U HAPYLLUEHNI
(Hanp., C-peakTUBHbIN benoK, KanbUnn-eochopHbI 0OMEH,
dbeppuTUH), NapameTpsbl ananunisa (Kt/V) n ncknwoyeHme
OPYrNX BEPOATHLIX MPUUYUH XPOHUYECKOTO 3y/a

PaccmoTpeTb BO3MOXKHOCTb MCMNOJSIb30BaHUA
MHCTPYMEHTOB PenopTUpoOBaHNA ANA nayneHToBs,
BanuagupoBaHHbiX ana Xbll-a3: CywecTByeT gBa TUMa
MHCTPYMEHTOB, OQHOMEpPHbIE N MHOTOMEpPHble

OdHomepHbie: CyObeKTUBHDbIE LLKabl 411 MHozomepHbie: LLkanbl, ncrnonb3yembie
0N onpeaeneHna BNMAHUA 3yaa Ha

N3MEPEHNA TAXKECTU 3yaa
KauyeCTBO KWN3HW. DTO MOeT ObITb

nosie3Ho ANnA NnaumeHToB, KOTOPbIM
TPYAHO BbiPa3nTb TAXeECTb CBOEro
COCTOAHUNA NUHUNEN NN YNCaom.

a BAIINMOWPOBAHHDIE

WHCTPYMEHRTDI

OaHoMepHbIe

* UncnoBaa pentmHronsas wkana (YPLU):

[launeHT oueHMBaEeT TAXeCTb 3yda no
yncnoson wkane ot 1 oo 10

BusyanbHaa aHanorosas wkana (BALL):
[launeHT pucyeTt NNHUIO,
COOTBETCTBYIOLLYIO YPOBHIO 3yAa

BepbanbHasa oueHo4Has wkana (BOLU):
[launeHTOB OUEeHMBAlOT, NCNOb3yA 5
cTeneHeun TAXeCTn 3yfa

Q-20 KDQOL-36: OnpocHnK ns 43
cneynPuUHbIX Anda 3aboneBaHnUn noyek
BOMPOCOB, BK/o4Yaa Bonpoc 20,
oueHuBalwWMn 3y 3a nocnegHue 4 Hepgenn

MHoromepHsbie

e CaMmocCToATeNbHAA OUEeHKa TAXKeCTu

3ab01eBaHnAS

- 5-D wkana 3ypa: BanngnposaHa gnA

aHann3a TeyeHunsa 3yaa

- Skindex-10: BanngnpoBaHa anda oUueHKn

MHTEHCMBHOCTW 3y/aa

. |ltch Medical Outcomes Study: oueHuBaeTt

HapyLWeHWA CHa
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[MTATOPUINOJIOINA

Xbl1-accounnposaHHoro 3yna (Xbll-a3) y agnann3HbiX nayMeHTOB

[MTATOBUOJIOI UA

ﬂ MEXAHU3M

JTnonorua Xbll-a3 He oo KOHUa n3yyeHa,
OJHAKO natoreHes, BepOATHO, ABNAETCA
MHOFopaKTOPHbIM

B pasBuTue 3yaa BOBJeYEeHbI
pa3fiMyHble NyTU, BKNOYada:

0 OTnoXeHne ypemmyecknx TOKCMHOB B

KOXKe 1 MOAKOXKHO->KMPOBOWN KNeTyaTKe
(TAKNX KaK BUTaMH A, antoMUHUN,

Kanbyuu, pochop n marHun)

9 Lncperynauma MMMyHHOTO OTBETa U
BOCMasieHue

€) Mepudepnueckas HelponaTusa
BC/ieACTBME AN3aBTOHOMWUN, a TaKKe
LeHTpasnbHaA HenponaTtuA,
3aTparmeatouiad roflOBHON MO3r

@) HapyweHue perynaumnmn sSHAOrEHHOIA
ONMMONAHOWN CUCTEeMbI: AncbanaHc
U-onmnounaHbix peuentopos (MOP),
CTUMYNALNA KOTOPbIX Bbi3blBaeT 3y[, U
K-onnoaHbix peuentopoB (KOP),
CTUMYNAUNA KOTOPDbIX MOAABIIAET 3y ApanTtupoBaHo u3: Sutaria N et al. J Am Acad Dermatol 2022; 86: 19, 22

[lonesHble ccoinkn: https://bit.ly/3PQ3vHn [Mpn noaaepxke Vifor Fresenius Medical Care Renal Pharma



NEYEHUE (1)

Xbl1-accounmnposaHHoro 3yaa (Xbl1-a3) y ananmsHbix naymneHTOB

ONTMMNIALINA

A4 BEOEHVE

[loaxonbl K BeaeHUo

bbl10o NpeanoXXeHo MHOXeCTBO CTpaTernu
neyeHuns, Ho ux adPeKTUBHOCTbL Npu Xbll-a3
OorpaHunyeHa. bbino BbICKa3aHO NpeanofioxKeHune,
yTo obnerueHune AByx Unm 6onee NOXOXnXx
CMMNTOMOB (K/N1aCcTepoB CUMMIMTOMOB) MOXET
YMEHbLINTb TAXKEeCTb ApYyrux, BKo4vasa 3y[,
CBA3aHHbIN C ANASIN3OM.

Bo3amMoOXxHble nyTu nedyeHunsa Xbll-a3:

- OnTMmM3sauma guannsHoOn Nporpammol
« OnTummnsauma nokasartenem MKH-XbIT
- PaccmoTpute mectHoe U CUCTeMHOe fievyeHune

. PaCCMOTpI/ITe aJibTePHaATUBHbIE MeTObl JIeYeHWNA

OnTnmmn3sauma go3bl Ananm3a
Ontumnm3launma MKH-XbIT

[emoavanus —>

[lonesHble cconku: https://bit.ly/3PQ3vHn

CUCTeMHbIN UMMYHHbIN
OTBeT

OnTumusauma gnanmaHou nporpamMmmbl

yBennueHue go3bl gnanusa (Kt/V) moxet cnocob6CcTBOBaTHb YyAyuLLEHUIO
KNUpeHca ypeMnUYecknx TOKCMHOB, XOTA He COO0LWLanocCb O CBA3N
6onee BbICOKOM 003bl U MEHbLLEW CTENEHN BblPa)KeHHOCTN 3yAa.

AHanornuyHbim ob6pa3zom npmumeHeHue high flux gnanmnsatoposB BmecTo
low flux n bnocoBmecTmbix MembpaH BMeCTO OMOHECOBMECTUMBbIX
MOXET CHU3UTb TAXKECTb 3yaa

OnTtumusaumna MKH-XBI

Bbicka3biBanucb npeanonoxeHuma o cBAa3n Xbl1-a3 ¢ BbICOKMMU
3HaYeHuAMKU Kanbuna, pocdpopa n MNTl, ogHaKO 3TO HE HALLNIO
noaTBepXaeHuns

KNuHUUncTam peKkoMmeHayeTcA npuaepKMBaTtbCA LeneBblX
noka3sartenenn MKH-XbI1, yctaHoBneHHbix KDIGO

A TEPANUA

OnTumMmusauma yxona 3a Koxxewn

» JMOJIEHTbI: MOCKOJIbKY CYXOCTb KOXW (KCepo3) ABNAETCA
pacnpoCcTpaHeHHOW, cMArvaune cpeactsa C BbICOKUM
cogep»XaHmem BoAbl MOryT 001erYnTb COCTOAHME

- [lpyrue npenapatbl MECTHOIO AECTBUA: NPAMOKCUH, KancanuuH,
KPOMONNH-HATPUIN, FaMMa-JIMHONIEHOBAA KNCJ10Ta, CEPULILH,
BUTaMUH D, MeHTON, KaHHabmnounabl

CuctemHas tTepanua

* [1poTMBOCYQOPOXKHbIE NpenapaTbl, TaKne Kak rabaneHTuH u
nperabannH, KOTopble MOAYNUPYIOT KanbLUueBble KaHasbl U
MHIMOMPYIOT BbICBOOOXAEHNE MeguaTopa 3yAa, a TakXKe aHTU-
NernpeccaHTbl, TaKNe Kak cepTpasinH, ncnonb3oBanucb off-label B
KauecTtBe neueHnAa Xbll-a3. Tem He meHee, eCTb onaceHnA Mo NoBoAY
BO3MOXHOIO HENPaBWMIbHOIO NCMOJIb30BaHNA NEPBOro

o lndennkedanmH, aroHNCT K-ONMUONAHbLIX PeLenTopoB, B HacTosAllee
BpemMsa ABNAETCA eAUHCTBEHHbIM NpenapaTtom, oaobpeHHbim US FDA u
EBpOonencknm areHTCTBOM MO JNieKapCTBEeHHbIM cpeaAcTBamMm ANA
fle4yeHnA YyMepeHHOro u cunbHOro 3yga, ceAasaHHoro c Xbll, y
B3pOC/IbIX, MONyYaloLmMX neyeHme guanm3om

[abaneHTMH/NperabanuH [lcuxoTepanuA
MecTHoe neuveHve Nudennkedannx DOunsmyeckan Harpyska
QoToTepanuna, XNpHble KNCNOTbI AKYNYHKTYpa AHTUAENPECCaHTI
L 1
BocnaneHue CurHan o noBpexaeHun

¥ KOXHbIX NOKPOBOB >

3yA —)

B LUIHC

ApantupoBaHo n3: Martin CE., et al. Can J Kidney Health Dis 2020; 7:2054358120954024
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NEYEHUE (2)

Xbl1-accounmnposaHHoro 3yaa (Xbl1-a3) y ananmsHbix naymneHTOB

o d =d AJIbTEPHATUUBHAA
A CUCTEMHOE NEYEHUE E

. PONMb ONMUATHOWUN CUCTEMBbI

/
TEPAIAA
0 / 0 “ 7 K 7 K
Cl/lCTeMHyl-O Tepa|'||/|}o Cnep'ye_l_ paCCManl/lBaTb B MAATHbIN |1 aFTOHUCT MANATHbIN |1 aHTAlFrOHUCT OnunatHbiN K aroHucT OnunaTtHbin K aHTaroHncT CepranMH: ﬂinﬂ neyeHns 3y|£"a I'IpVIMeHFIJ'II/ICb
cnyyae cybonTMManbHOro OTBETa Ha MeCTHbIe l lHaHOKCOH l [ndennkedanuu l aHTUAENPeCcCaHTbl, B YaCTHOCTU, MPUMEHEHME
npenapaTbl. HanTpekcoH Handypaguh cepTpanvHa NPUBOANIIO K CHUKEHUIO OLIeHKI
3yAa

OnuaTtHbIN U peuenTop OnwnaTtHbin K peuenTtop

[lpenapaTtbl, npyumMeHsaAeMble ANd nevYyeHus
P & P H (MOP) (KOP)

nepudepnyeckon HemponaTumn, Takme Kak
rabaneHTUH unu nperadanuH, ymeHbLIaoT
3ya. CnepyeT TwaTeNbHO KOHTPONMPOBATL A03bl,

UV-B doToTepanus: lNpniBaHa CHU3UTb
YPOBEHb MPOBOCNANUTENIbHbIX LUTOKNHOB W
NpoAeMOHCTpUpoBana 3pPeKTUBHOCTb Y

NOCKOJIbKY YacTbiMU NOBOUHbIMN 3P PeKTaMN
ABNAOTCA rOJIOBOKPYXKEHNE N COHNTNBOCTb 3WJ. nayneHToB C pedppakTepHbiMm Xbl1-a3
Nonyumna WmMpokKoe Npu3HaHme pPosb ONMATHBIX Takune npenapaTbl ABOMHOrO P-aHTarOHMCT/K-arOHNCTUYECKOTo JeNCTBNA, Kak HanbyduH n bytopdaHon, [lpegnonaranochb, YTO UMOYKanbiBaHUe 1
He n3obpa<eHbl BblLLE., -

PELENTOPOB B NAaTOIr€HE3E Xbll-a3. Cy NTaeTCA, HTO ApantnpoBaHo n3: Lipman ZM and Yosipovitch G. Expert Opin Pharmacother. 2021; 22:551 TOHE€HHbIN Maccax MOTYT yMEHbLLII\/’ITb 3yH 34
cywecTtByeT ancbanaHc akTuBaunum mexay CUEeT aKTBaunnm napacnmnaTnyeckonm CuCcTtembl,; B
cuctemamm pg-onmounaHbix peuentopoB (MOP) n UccnepoBaHue KALM-1: 378 remoananun3HbIX NaLlUeHTOB C HEeCKOJIbKUX nccnenoBaHnAxX Obiiv MoJ1y4yeHbl
MOP ycunusaert 3ya, a ctumynaumna KOP
MOAABNACT €10 YMeHbleHne nHteHcnBHocTy 3yaa (WI-NRS) 51.9% vs 30.9% [lpeanonaraetca, uto AOOABKM omera-3

CpepaHAaa pa3HocTb = SD no wkKane 5D itch -5.0 £ 0.3vs-3.7+0.3 XKUPHbIX KUCITOT MOT'YT YMEHbLIATb BOCNaJIEHNE

HoBbin ceneKkTUBHbLIN NnepudepmnyecKkun
aroHnct KOP, aucdenunkedanuH,
NPoAeMOHCTPUpPOBan 3(p(PeKTUBHOCTDL B Hanbonee yacTbiMu HexenaTeNbHbIMU ABAEHUAMM BbiN Anapes, roONOBOKPYKEHMNE U
CHMXEHWUN NHTEHCUBHOCTU 3yaa U PBOTA

ynyJlweHUun KavyecTtBa XU3HMWN. [loTeHUman

CpepgHAaa pa3HocTb = SD no wkane Skindex-10 -17.2+£1.3vs-12.0x 1.2 nyTem Koppekuun geeuunta HezamMeHUMbIX
MNUPHbIX KNCNOT

A3pOOHbIe MHTpaaManuU3Hble Harpy3ku m

3710y NOTPEBNEHIA HN3KIIA, TOCKONbKY arOHUCTbI AHanornyHble plf:E/J,;IAb_'I'ZaTbI nocne o606LIeHHOro C pe3ynbTaTtaMu MHé)I'OHaLI,VIOHaJ'IbHOFO ncuxotepanusa MoryT pacCMaTpuBaTbCA KaK
KOP He BbI3bIBAIOT SGOPUN nccrnegoBaHmA aHann3a JaHHbIX TaKKe CBUAETEeNbCTBYIOT 00 3GPEeKTUBHOCTH NOMONHUTENbHbBIE METObl CHUKEHNA CTPecca
P nndenvkedanHa B CHUXKEHUN 3yAa N yNyUYLIeHNN KauyecTBa *KN3HN, KOTopble 6 6 .
coOXpaHAnncb bosnee npogomkutenbHoe spemsa (1 roa) ANA 00PbLbI C JTIOOBIMU HENPUATHBIMI

CMMNTOMaMu, BKNoYasa 3y

[lonesHble ccoinkn: https://bit.ly/3PQ3vHn [Mpn noaaepxke Vifor Fresenius Medical Care Renal Pharma



