JPdepeHTHaA Tepanma B
HEPPONOTrNUN: KOMY 1 Koraa?
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«Mon apdepeHTHOU Tepanuen
(3KcTpakopnopasibHOM
reMOKoppeKLUmnen) NnoHMmatoT
HanpaBAEHHOE KONNYECTBEHHOE U
KayecTBEHHOE U3MEHEHMUE
KneTo4yHoro, 6enKkoBoro, BOAHO-
3NEKTPONNTHOro, PepPMeHTHOrO,
ra3oBOro COCTaBa KPOBMU NMyTeEM
06pabOoTKM KPOBM BHE OPraHM3Ma.»

KoctioueHko Anbdpepa /ibBoBud (1937-2004)
— npodeccop, AOKTOP MeANLMHCKUX HAYK,
naypeart locyaapcTseHHon npemun PO,
npo¢deccop-KOHCYNbTAHT KAMHUYECKOro
LleHTpa aKcTpaKkopnopaibHOW AETOKCUKAL MU
BMegA (1991-2004)
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PLASMA REMOVAL WITH RETURN OF CORPUSCLES
(PLASMAPHAERESIS)

FIRST PAPER

JOHN J. ABEL, L. G. ROWNTREE anxp B. B. TURNER
From the Pharmacological Laboratory of the Johns Hopkins University

Received for publication, July 16, 1914

I. In connection with our experiments on vividiffusion' with
a view to the ultimate use of the method for the relief of toxae-
mia the idea suggested itself to try the effects of the repeated
removal of consicerable quantities of blood, replacing the plasma
by Locke’s solution and reinjecting this together with the sedi-
mented corpuscles.

While this work was in progress our attention was called to an article
in a recent number of Russki Vratch (No. 14. pp. 637-639, St. Peters-
burg, May 16, 1914); by V. A. Yurevitch and N. K. Rosenberg, entitled:
Washing the Blood Outside the Organism and the Survival of the Red
Corpuscles, in which experiments similar in general outline to our own
are reported. The authors worked on rabbits, using sodium citrate to
obviate clotting. Only about 50 per cent of the blood volume wns with-
drawn (carotid) and the washed corpuscles reinjected.  In two experi-
ments a sccond amount of blood, about half as great as the first was
withdrawn to show by the survival of the animal that the corpuscles
reinjected were physiologically active_._/

[xoH Oxxekob Abenb (1857 — 1938)
aMepPUKaAHCKUIN BUOXUMUK U dapMmaKosior



CoBpemeHHble meToabl 3dPepeHTHON Tepanum

* [Tnasmadepes (nnasmoodbmeH)
* [emocopbuus

* KackagHada nnasmoPpunbTpaums
* ImmyHOocopbuuS
* HELP-Tepanua

e PoTodepes



domoxumuyeckas JneKkmpoxumu4yecKas

neKmpomazHUMHas NmmyHomazHUMHAA

TEXHONOMU COBPEMEHHbIX METOA0OB
SKCTPAKOPNOPA/IbHOW FEEMOKOPPEKUU

LlenmpudgyycHasa MpeyunumayuoHHas

MembpaHHas CopbyuoHHasa



ECTb 1t mecTo AN1A HeaAMann3HbIX MeTo408B
OK/ npu neyeHnn 3aboneBaHNN NOYEK?

3MNT n HeananusHblie metoabl K/ (2022 r.)



[TpumeHeHne meToaoB apPepeHTHOM Tepanuu
npu neyeHnun 3abonesaHnm NoYek
(nouck no PubMed: 180 nybaunKkauuii)
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[ThasmoobmeH/nnasmadepes

KackaaHas
naasmoPpunbTpalma

MmmyHocopbuus

doTtodpepes
Kpuonpuuenutayua




Touka RPpUIONHCeHUA: Umo-mo AdymoumMmyHHOE

* ATUNNYHbIN FrEMOJINTUKO-

YPEMUNYECKUN CUHAPOM \ YV nee
 AHUA-accoumnmpoBaHHbIE = BOTYaHKa!
rnomepynoHedpuTbl | b

* [nomepynoHedpuThbl,
0bycnoB/ieHHblE aHTUTENAMMU K
6a3asibHON membpaHe KNyboyka

* lpyrme ayTOMMMyHHble
3aboneBaHnA NnoYyekx

10



ATHUNIHYHBIA TEeMOJUTUHKO-YPEMHUYECKHUI CHHIPOM

v’ cuctemHoe 3abosieBaHue 13 rpynnbl TPOMBOTUUYECKMX
MUKPOAHTMONATUN

v HEKOHTPOIMpPYEManA akTMBALIMA aNbTePHATUBHOIO NyTH
KOMMNAeMeHTa HacneacTBEHHOU AN NPUNOOPETEHHOU NPUPOAbI

v reHeTUYecKme HapyLeHusa Uan ayToMMMYHHble peakLumu,
npuBoaALLME K NAaTONOMMU CUCTEMbI KOMMJIEMEHTA
(«KomnnemeHT-onocpeaoBaHHaa TMA»)

v’ reHepann3osBaHHoe TpomboobpasoBaHmMe B cocyaax
MUKPOLUMPKYIATOPHOTO pycna

v’ nporpeccupytoLlee TeyeHne n HebnaronpPUATHbIN NPOrHO3



NMpuunHbI passntTna cuctemHbix TMA

TTI: Taxenbin 4edUUNUT aKTUBHOCTHU
ADAMTS13 (=5%). ®aktop hoH BunnebpaHaa
He pacLlennseTcs, NPMBoaa K YpesMmepHoOU
arperauum TpomooLunToB

STEC-TYC: knwe4yHasa nanoyvka BblaensieT wura-
TOKCWH, KOTOPbIW Bbl3blBAET HEMOCPEOCTBEHHOE
noBpexaeHne SHOOTENNA U YPE3MEPHYIO
aKTuBaUMIO KOMMIeMeHTa

al'YC: reHeTndyecknn gedeKkT eCTeCTBEHHbIX
NHIMOUTOPOB NMPUBOAUT K XPOHUYECKOW,
HEKOHTPONMMPYEMOW aKTUBaALMN KOMIMIEMEHTA,
Bbl3blBasi HEMNPEPbLIBHOE NOBpeEXaeHne
9HAOOTENMOLUTOB N arperaynio TpoMmboLnToB

Adapted from Karpman.Lakartidningen. 2008;105:1096-1101.



al'YC: KoMILIeMeHT-0IOCPeIOBAHHAA TPOMOOTHYECKANA
MHUKPOAHTMOIIATHS

v al'YC npoABifaeTca OCHOBHbIMU KJANHUYECKUMU CUMNTOMaMM
TMA:

- CHUXKEHUe YpoBHA TpoMboLNTOB

- NPU3HAKU MUKpPOaHrnonatnyeckoro remonmn3a (Kymbc HeratuBHas
remoinTnyeckaa aHemua, nosbliweHue J14I, cCHUKeHne
rantornobuHa, Wn3ounThbl)

- NoBpeXKAeHUe U HapyLeHne pyHKLUMMN OpraHoB

v'Pan 3abonesaHnin U COCTOAHWM, BbI3bIBAKOLWMX AU YCUNMUBAIOLLMX
aKTUBALUUIO CUCTEMbI KOMN1eMeHTa, ABaatoTca Tpurrepamm alyC

v'3aboneBaHnA MOXKET Pa3BMBaATbCA KaK Y AeTel, TaK U Y B3POC/bIX



CucrteMHasa komnnemeHT-onocpeaosaHHasa TMA
(al'YC) npuBoAUT K NOpaXeHU0 MHOINX XXU3HEHHO
BaXXHbIX OpraHoB

Moukn: Bonee 4yemy 50% nauneHTOB 60Mne3Hb CepaeuyHo-cocyauctas cuctema: y 20 - 43%
nporpeccupyet go TIMH?! nauMeHTOB pa3BMBalOTCSA cepaeYvHo-

* MoBblILlWeHWe KpeaTnHUHa, CHkeHne pCKPo.2.3 cocyaucTble nNposiBrieHus’

* [poTtenHypusa* *UHpapkT mmokapaa® 16

* OTekn,? «ApTepuarnbHas runepteH3unsno

« 3noka4yecTBeHHast rMnepTeHamns® *[dnddpysHasn Backynonarua®
*[Nepudepnyeckasn raHrpeHall16
LHC: Y 20 - 48% nauueHTOB pa3BuBaeTCA

HeBpPOJIornyeckme NpPosABreHUsA
» OcTpoe HapyLleHne MO3roBoro kpoeoobpatueHnsa’

XKT: Y 37% naumeHTOB pa3BMBaloTCA
CUMMTOMbI CO CTOPOHbI XKKT12

* QHuedanonatms® «dnapeals

» Cynoporun* *Konut’
*TowHoTa/peoTal?

KpoBb: [laHkpeaTunt*

*TpombouunToneHmns?! *Bonun B xunBoTte’

*CHmxeHne rantornobuHal *[acTpoaHTepuT*

[NoBblweHnne J1AM?
*CHMXeHne remornobunHal

*Hekpo3 neyeHun*

llnsountbi! Nerkwe:

*Opablwka®
Ma3sa: *JleroyHoe kpoBoTeUYeHNe!®
*TpoM603 cocyaos rnasaé *OTek nerkux®

1. Caprioli J, Noris M, Brioschi S,et al; for the International Registry of Recurrent and Familial HUS/TTP. Blood. 2006;108:1267-1279. 2. Ariceta G, Besbas N, Johnson S, et al; for the European Paediatric Study Group for HUS. Pediatr Nephrol.
2009;24:687-696. 3. Stahl A-L, Vaziri-Sani F, Heinen S, et al.. Blood. 2008;111:5307-5315. 4. Neuhaus TJ et al. Arch Dis Child. 1997;76:518-521. 5. Noris M et al. Clin J Am Soc Nephrol. 2010; 5:1844-1859. 6. Loirat C et al. Pediatr Nephrol.
2008;23:1957-1972. 7. Ohanian M et al. Clin Pharmacol. 2011;3:5-12. 8. Larakeb A et al. Pediatr Nephrol. 2007;22:1967-1970. 9. Sallée M et al. Nephrol Dial Transplant. 2010;25:2028-2032. 10. Kavanagh D et al. Med Bull. 2006;77-78:5-22. 11. Malina M
et al. Pediatr Nephrol. 2011;26:1678. 12. Langman C. Haematologica. 2012;97(s1):195-196. 13. Zuber J et al. Nat Rev Nephrol. 2011;7:23-35. 14. Dragon-Durey M-A et al. J Am Soc Nephrol. 2010;21:2180-2187. 15. Sellier-Leclerc A-L al; French Society
of Pediatric Nephrology. J Am Soc Nephrol. 2007;18:2392-2400. 16. Noris M and Remuzzi G Nat Rev Nephrol. 2014;10(3):174-80.



al ' YC: :xu3Heyrpoxaruue o0CJI0KHEHUA U
BbICOKAA JIETAJIbHOCTH

* KpallHe BbICOKUWN PUCK TAMKENbIX
OCNIOXHEHWNN, HECMOTPA Ha aEKBATHYIO
MeANKAMEHTO3HYIO TEPANUIo

* Y 79% nauuenTos ¢ al'YC HabntopaeTca
nopa*keHune noyek c notpebHocTbto B 3T

* BepoATHOCTb Pa3BUTMUA NETANIbLHOTO
ncxonda B TedeHue 1 roga y nauMeHTOB C
TAXKENbIM NOPAXKEHUEM MoYeK
npesbiwaeT 50%, HeCcMoOTpPA Ha
npoBegeHne nNPorpaMmmMmHOro gnanmsa

Raina R, Krishnappa V, Blaha T, et al. Atypical Hemolytic-Uremic Syndrome: An Update on
Pathophysiology, Diagnosis, and Treatment. Ther Apher Dial. 2019;23(1):4-21.



[MhazmoobmeH npum alYC

* MO - TepanuAa NnepBOU AMHUU NALUMNEHTAM C
npegnosiaraembim amarHosom al'YC nam peumnamsom
3aboneBaHua MO chneayet HaYMHATL B Te4eHme 4—8 yac. ot
MOMeHTa KoHcTaTaumnn TMA, Ao noaTBepXKaeHuUs
AunarHosa, T1.e. 40 nckntodeHmna STEC-TYC mn TTI1

e obecneynBaeT ANMMUHALUIO USMEHEHHbIX 3HAOTeHHbIX
PacTBOPMMbIX UHTMBUTOPOB KOMNAEMEHTa 1, B Cay4ae
aHTUTENbHOro al'YC, UMPKYAMPYIOWKUX aHTUTEN K PaKTopY
CFH

* [1pn BBegeHuun C3I1 B KPOBOTOK NonagatoT PYHKLMOHANIbHO
aKTUBHbIEe Benkun-perynatTopbl KOMNJEMeHTa, KOTopblie
YCTPaHAT AePUUUT COOCTBEHHbIX PerynaTtopoB — ¢paKTopoB
CFH n CFI, a Tak»ke ectecTBEHHbI KOMMNOHEHT NJ1a3Mbl —
meTannonpoteasa ADAMTS13, orpaHnymnBeatoLLan
Tpomboobpa3oBaHME B cOCYAax MUKPOLMPYAATOPHOIO
pPyC/ia 3a cCHeT paclenneHnA CBEPXKPYMHbIX My1bTUMEPOB
dakTopa poH BunnebpaHaa

KnuHuyeckne pekomeHgaumm « ATUNUYHBIA FreMONUTUKO-YPEeMUYECKUA CUHOPOM
(NpPOeKT pekomeHaauumn)»
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(P PeKTUBHOCTD I1a3M000MeHa npu al'yYC

v MpumeHeHne MO NpUBOAUT K CHUXKEHMNIO CMEPTHOCTU B MOMEHT OCTPOro 3MnmM30.3a
TMA npu al'YC Ha 50%—60%, oAHaKO He NpeaoTBpaLlLaeT peunamsos 3aboneBaHna u
nporpeccuposaHue XbI1 c gocTnKeHnem TepMMHANIBHOW NOYEYHOU
HepgocTtaToyHocTu (Clark WF et al, 2016)

v 3ddekTnsHocTb MO BapbupyeT B A0BOJILHO LUMPOKUX Npeaenax n 3aBUCUT OT TOro, B
KaKom paKTope KommnaemeHTa /IoKaansoBaHbl mytauum (Go RS et al, 2016)

v Yawe ece2o — 8 55%—80% cayyaees — 3Ha4yumsbll s3¢hgpekm Habawodaemca y
nayueHmos ¢ mymayusamu 8 2eHax C3 u mpomb6omooynuHa (THBD) (Noris M et al,
2016)

v'B 6onbwiuHcmeae csayyaes Habawodaemcs yaydyweHue 2eMamosno2u4ecKux
noKkazamesnel (8 nepsyro oyepeosb, yseanuyeHue Yyucaa mpomboyumos), nosHoll
2emMmamosio2uyeckul U novye4yHolli omeem omme4yarom y meHee 50% nayueHmoe

v Cpedu 60s16HbIX ¢ Mymayuamu CFH u CFl yacmoma nosHo20 omeema He
npesviwaem 15%-25% (Campistol JM et al, 2016)
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«IIppHuMmas BO BHHMAaHHUE HEONPEICICHHY O IUIATEIIBHOCTD
TepaneBTH4YecKoro 3d@dexra II'T, BBICOKYIO 4acTOTy PELUMAWBOB IMOCIIE €€
3aBEPIICHUS, a TaKKE MOSABJICHHWE Mpenapara g IMaTOrCHETHYECKOM
teparmuu al YC — Dkynuzymaba — AMepHMKaHCKOe 001ecTBo adepesa
(ASFA) w#3MEHHMIIO KaTETOPHUIO TEPaAIeBTUUCCKOIO IIJIa3MOOOMEHA IS
koMIuieMeHT-onocpenoBanHoro I'YC ¢ |l (tepanusa Bropou nmHum) Ha ||
(ponp IIO TouHO He ycraHoBieHa). OJIHAKO OTCYTCTBHE IOJHOM
AOCTYITHOCTH  KOMIUIEMEHT-OJIOKMPYIOIIEH  TEpalmuu JJISI  B3POCIHBIX
nanreHToB ¢ al ' YC B Halllel cTpaHe JaeT OCHOBaHuUsA coxpaHarh 11O kak
Tepanuio NepBoO JUHUMN

KnnHnyeckne pekomeHgauum « ATUNUYHBIA reMOSIMTUKO-YPeEMUYECKUN CUHOPOM
(NPOEeKT pekomeHaaLwni)»
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3aboneBaHune: TPoMbOOTUYECKAA MUKPOAHIMONATMA, onocpeJoBaHHaAA
KOMMJIEMEHTOM

Mpoueaypa: nnaamoobmeH

Moka3aHUA: MyTaLuMmM reHoB paKTOpa KOMMAEMEHTA
O6vem 3amewteHun: 1-1,5 OLI

3ameLlatlowan cpeaa: naa3ma, anbbymmH

Knacc pekomeHgauumu: |l

YpoBeHb AOoKa3aTenbHOCTU: 2C

Padmanabhan A, Connelly-Smith L, Aqui N, et al. Guidelines on the Use of Therapeutic Apheresis in
Clinical Practice - Evidence-Based Approach from the Writing Committee of the American Society for
Apheresis: The Eighth Special Issue. J Clin Apher. 2019;34(3):171-354



TakTnyeckue nmoaxoasl K npuMeHeHuio IO npu al'YC

v'1O cneayeTt HauYMHATb KaK MOXKHO paHblue - NposeaeHune 5 onepaunii B
exxegHeBHOM pexume (Campistol IM et al, 2015; Claes KJ et al, 2018)

v'Tpun Hannuum addekTa (PocT uncna TPomboUUTOB 1 CHUKeHue J1AT), NO
cneayeT NPoOAOKUTb, NPOBOAA NO 5 ceaHcoB B Te4eHMe cneayoLmx 2X

Heaenb, a 3aTeM — No 3 ceaHca B HeAesto ewe B TedeHue 2xX Heaenb (Lee H et
al, 2020).

v TIpOJ0MKUTENBHOCTb 1IeYEHMA HEe onpeaesieHa, O4HaKo NoKasaHWeM K
npekpauweHuto MO asnseTca AOCTUKEHUE U COXPAaHEHUE B TeYeHUue 2X AHeU
noapaa HoOpMasbHOro Koanyecrsa Tpombouuntos n yposHa IO (Schwartz et
al, 2013)

v'B KayecTse JOMo/IHUTENIbHOTO KpuTepua 3ddeKTUBHOCTU MO BO3MOMKHO
PAacCCMATPUBATb CHUMKEHME BblPaXKEHHOCTMN MOYEYHOM HEAOCTAaTOYHOCTH
(CHUKEeHMe KpeaTUHUHA KPOBU He MeHee Yem Ha 25% oT ncxoaHoro ypoBHSA
nocne 5 ceancos MO) (Lee H et al, 2020).



AH LIIA-aCCOUIM U pOBa HHbI |‘;1 - Ma/IOUMMYHHbIN GOKaIbHbIN U

CEerMeHTapHbIN
rNoOMepynoHeppuUT HEKPOTUUPYIOLIMT
rMomepynoHedpUT, KOTOPbIN
MOXKeT pa3BUBaTbCA
OA4HOBPEMEHHO C APYyrMmu
CUCTEMHbIMU NPOABNEHNAMMN
AHLA-accounnpoBaHHOro
BACKY/IUTA, HO TaKXKe U B
N3o0nnpoBaHHOU popme. B
ocHoBe AHUA-TH nexut
HEKPOTU3UPYIOLWMIN BAaCKYAUT
Kanuanapos KNybouKa,
Autoantibodies damaging the neutrophils causing dCCOUMMPOBAHHDI 1 C HaMumem
the white blood cells to damage the vessel walls UNPKYNUNPYHOLWNX aHTUTEN K
et Dee LMTONa3Me HEUTPODUIOB.

Blood Cells
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Ilatorenes AHIIA-acconuMpoBaHHOIO IJIoMepyJjaoHeppuTa

- NPaUMUHT HENTPOPUIOB C y4acTUEM
NPOBOCMNANNTENbHbIX LMTOKMHOB, SKCNPeccma Ha
nosepxHocTn Knetok AHLUA aHTUreHoa

- B3aMMOAEeNCTBMA NPauMMNPOBAHHDbIX
HEUTPOPUNOB C aKTUBMPOBAHHbLIM SHAOTENNEM
AHUA

- aKTUBAUMA HEUTPOPUNOB C NOBPEKAEHUEM
3HAOTENINANbHbBIX KNIETOK U OKPYKAOLWMUX TKAHEN  Neutrophiltype

ANCA (Anti-Neutrophil Cytoplasmic Autoantibody)

- HabyxaHMe N HEKPO3 KNETOK 3HA0TeNnA
NPUBOAAT K €ro oTC/10MKe oT 6a3aibHOM
MmembpaHbl, TPOMDOO03 Kannansapos um
bopMMnpPoOBaHME CETMEHTAPHOIO HEKPO3a isomlion of e veesel el

{vasculitis) caused by white

blood cells that have been
Kn y6 OLI KO B stimulated by ANCA



Efficacy of plasma exchange for antineutrophil cytoplasmic
antibody-associated systemic vasculitis: a systematic review
and meta-analysis

 BkatoyeHbl 5 PKU ¢ pesynbTtatamu nedeHuns 964 naumeHToB

. cpasHuBanu: MO vs. ctaHpapTHOE niedeHune m MO vs. nyabce-
Tepanna meTtunanpeaHmn3onNoHOM

Pe3ynbTrarThil.

- omcymcmeue 00CmosB8epHbIX pa3nuyul 8 yposHe 1emasibHocmu
mexoy 2pyrnnamu

- 3HaYuUMoe ynay4vyweHue rnokazamerseu yHKUUU MoYeK, CHUMCeHUSA
yacmomel pazsumusa XbI1 e meyeHue 3-x mecsaues HabnrwoeHus
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« Mol pekomeHOyem nayueHmam ¢ AHLUA-TH npu omcymecmeuu
IPOMUBOMNOKA3AaHUU rnposooums rnaa3moobmeHsl ¢ uesbo
rnooasseHUA akmusHocmu 3a601e8aHUA U CHUMXCEHUA PUCKaO
passumusa mepmuHasibHoU noYye4yHoU He0ocmamo4yHocmu,
mpebyrouweu nposedeHuUs 3amecmumesnibHoU novYe4yHou
mepanuu, 8 KLAMKOCPOYHOU repcrieKkmuse »

Knunuuecxue pexomenoayuu (npoexm) llopaxxenue nodyek npu AHI{A-acconnmpoBaHHBIX BACKYJIUTaX
(AHIIA-accounnpoBaHHbIN rmoMepyinoHedpur), 2021



Journal of
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PekomeHOayuu no npumeHeHur 10 npu neyeHuu AHUA-TH

boicTponporpeccupy- | boictponporpeccu- | AndodysHoe 903UHOPUNbHDBIN
towmnia N'H, KpeatnHuH | pytowmim MH, a/IbBEONIAPHOE | rPaHyN1emMaTo3 ¢
>504 mKmonb/n KpeaTuHuH <504 KpoBOoTeYyeHne | NOIMAHTMUTOM
(Bkntouan guanus) MKMOANb/n
O6bvem 3amelLleHUsn 1-1,5 oun
Pexxum 7 npoueayp B TeyeHue 14 gHel; y NauMeHTOB C TAXKENON NOYEYHON HeA0CTAaTOYHOCTbIO
neyeHuA M/MJ‘IM NerovyHbiM KpoBoTtedyeHUnem KoOIM4eCTBO npoueayp moxxet 6bITb yBe/In4yeHo Ao 12
Knacc | I I i
pekomeHaauunim
YposeHb 1A 2C 1C 2C
AOKa3aTe/ZibHOCTU

Padmanabhan A, Connelly-Smith L, Aqui N, et al. Guidelines on the Use of Therapeutic Apheresis in Clinical Practice -
Evidence-Based Approach from the Writing Committee of the American Society for Apheresis: The Eighth Special Issue. )
Clin Apher. 2019;34(3):171-354



NomepynoHePppuUT, aCCOLUNPOBAHHbLIN C
aHTUTENnamm K 6asanbHom membpaHe Knybouka

- (hOKAbHbIU HEKpoMuU3Upyrowuu
2/10MepyoHeppuUm ¢ rnoaynyHUaIMU U
AIUHEUHbIM omsaoxceHUemM UMMYHHbIX
0erno3umos 800s1b 6a3as1bHbIX
membpaH KnayboyKa, obycnoeneHHbIU
gbipabomkol aHmMu-6MK aHmumen,
KOmopbil Moxem co4yemamaecA C
rnopaxeHuemM Kanussnapos asnb8eos
Uusau pa3eusamscs U30/AUPOBAHHO

Emest Goodpasture
(1666 —1960)

B 1919 — onybnukosan
ayToncunHble gaHHble 18-
neTHero 60NbHOrO, KOTOPbIK
YMER OT remMoppariiecrKoun
NMHEBMOHWW, COYETABLUEWCHA
C NOPaMeHUEM NOoHEK —

cunapom I'ynnacuepa
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v AHTU-BEMK 60ne3Hb aBnaeTca peakon Gopmoi
CUCTEMHbIX BAaCKYy/INTOB - 1-2 cayyaa Ha 1 MUAANOH
HaceneHnA B roA, B CTpaHax Esponbl

v AHTU-BMK H 3aHMMaeT 3HaUMMoe MecTo B CTPYKTYpe
npu4iuH blNIM'H — ot 6,6 Ao 15% BCcex cnyyaes

v'MaToreHes aHTU-EMK obycnosneH anchyHKumen
MeXaHM3MOB BPOXAEHHOro U aAanTUBHOro
UMMYHUTETA, Pa3BMBAIOWLENCA B OTBET Ha NYCKOBbIE
baKTopPbI Y NAaLUEHTOB C FTEHETUYECKOM
npeapacnoNoOXeHHOCTbIO

v" OCHOBHbIM aHTUTEHOM, NMPOTUB KOTOPOro Harnpas/ieHbl
aHTN-BMK AT (npemnmyLiectseHHo Knaccos 1gG1 n 1gG3),
ABNAETCA TEPMUHANbHbLIN PparmeHT a3-uenu
MmoneKynbl KonnareHa IV TMna

v'3abosieBaHune xapaKTepmnsyeTca pa3BUTUEM MOYEYHO-
NIeroyHoro CMHAPOMa U BbICOKOM N€Ta/IbHOCTbIO




PoJap nmiaazMooOMeHa B J1eueHMH aHTH-BMK 3a200J1eBaHuA

(dBnepsble Lockwood et al. nokasann, yto nposeaeHmne MO B aebiote 3aboneBaHUs
cnocobcTByeT pa3peweHuto  ANPEPY3HOrO anbBEONAPHONO  KPOBOTEYEHUSA MU
BOCCTAQHOB/IEHUIO GYHKUMM MNOYEK Yy MNauMeHTOB, KOTOpble He HyXAa/iucb B
3amecTuTenbHoMn noyeyHom Tepanmm (Lockwood CM et al, 1976)

JEanHcTBEHHOE paHAOMM3NPOBAHHOE UCC/Ieg0BaHMeE MoKasano, Yto aobasneHue MO
K Tepanuun N’KC n Ud accoummpoBaHO C TEHAEHUUEN K CHUXKEHUIO B noTpebHocTu 3T
(Johnson JP et al, 1985)

(JConocTtaBneHne pe3ynbratoB 06CepPBaALMOHHBLIX WCCNEA0BAHUIA C UCTOPUYECKUM

KOHTPONEM CBUAETENbCTBYET 00 Y/IyYLLEHUU BbIdKMBAEMOCTM NMPU npumeHeHunmn MO
(Simpson lJet al, 1985)

dMpumeHeHne MO npu aHTU-BMK 6onesHn pernameHTMpPoOBaHO B peKOoMeHAaLuax
AmepuKaHckoro obuectBea adepesa (ASFA), KDIGO, npoekte oOTeYeCTBEHHbIX
KIMHNYECKMX PEKOMEHAALUMA.



Knunuueckue pexomenoayuu (npoexm)
J/InarHocTuKa M JIeYeHHe
rJIoMepyJdoHe(puTa, 00yCJA0BJIEHHOI0 AHTHTEJIAMHU
K 0a3ajbHOI MeMOpaHe KJaydouka, 2021

«Bcem nayueHmam ¢ aHmu-bMK T'H mel peKkomeHOyem rnposooume
naa3moobmeH c exxceOHe8HbIMU 3KCy3uamu 8 obveme 40-60 mn/ke (00 4
7/cym) u soameweHuem 5% pacmsopom anbbymMuHa, a 'y nayueHmos c
Ouy3HbIM a/168€0/1APHLIM KpOBOMeEYeHUeM unu 8 meyeHue 3 oHel

rnocsae uHeasusHouU rpouedypol (Hanpumep, Heghpobuorcuu) ¢
00rnosHUMes1bHbIM 88€0€HUEM C8EHE3AMOPOHEHHOU raa3msl 8 obveme

300-600 mn, ¢ yenvro yoaneHua aHmu-6MK AT u3 yupkynauuu» YpoeeHo
yb6edumenovHocmu pekomeHoayuli A (ypoeeHb 0ocmosepHocmu
0oKaszamesnbcme — 2)



Knunuueckue pexomenoayuu (npoexm)
J/InarHocTuKa M JIeYeHHe
rJIoMepyJdoHe(puTa, 00yCJA0BJIEHHOI0 AHTHTEJIAMHU
K 0a3ajbHOI MeMOpaHe KJaydouka, 2021

«[10 obbI4HO NpoOBOAAT exeaHeBHO B TeyeHue 10-14 aHen unum o
HopMmanusaumm yposHa aHTU-BMK AT. O6bem sKchy3nm 4eTKo He
Pern1ameHTUPOBAH, OAHAKO B OONbLUMHCTBE CEPUN HABIOAEHNIN COCTABAA
He meHee 4 n 3a ceaHc. Bo3melweHne C3I1 noKa3zaHoO nauneHTam C
BbICOKMM PUCKOM pa3BuUTUA KposoTedyeHun (JAK, Hebpobuoncua). MNpu
3TOM Y BCEX NAUMEHTOB cneayeT KOHTPO/IMPOBATbL B AMHAMMKE YNUCNO
TpombouunTos, pubpmnHoreHa (Lenesblie 3HayeHMa >1 r/n), remornobumHa
(uenesble 3HavyeHmnA >90 r/n) n KanbumaA CbIBOPOTKM (LeneBble 3HaYeHUs B
npeaenax pedepeHca nabopatopummn)»



Journal of
Clinical Apheresis - e

PekomeHOoayuu no npumeHeHuto N0 npu neyeHuu AHMu-6MK 3a60neeaHus

3aBMCUMOCTb OT Auannsa B gebrore Onddy3Hoe
3aBUCMMOCTb OT 3abonesaHMA NpuU OTCYTCTBUM anbBeonApHoe
LUEYEE AndPy3HOro anibBEONAPHOro KpoBoTeueHue
KpoBOTeYeHuUs
O6vem 1-1,5 oun
3amelleHuns
E)Xe4HEBHO U yepes AeHb A0 UCYEe3HOBEHUA LMPKYAUPYIOLWUX aHTUTEN U/ unm
PexXum neyeHunsa pa3peweHna cuMmnTomosB No4Ye4yHoro uaum nero4yHoro nospexxageHun
Knacc | 1l |
pekomeHaauuni
YposeHb 1B 2B 1C
AOKa3aTe/ZiIbHOCTU

Padmanabhan A, Connelly-Smith L, Aqui N, et al. Guidelines on the Use of Therapeutic Apheresis in Clinical Practice -
Evidence-Based Approach from the Writing Committee of the American Society for Apheresis: The Eighth Special Issue. )
Clin Apher. 2019;34(3):171-354



PoJib kackaHoM miaasMo@GuiibTpauuu ¥ UMMYHOCOPOLIMU IPH JIeYeHUH
anTu-BMK rinomepysonedpura (?)

Comparison of double filtration plasmapheresis with immunoadsorption therapy in
patients with anti-glomerular basement membrane nephritis

J 28 nauuneHToB c aHTU-BEMK H, Hy>kaatoLwmxca B nposeageHmnmn 3MT
) KackagHas nnasmodunstpaums (16 yen.) vs. nmmyHocopbums (12 yen.)

Pe3ynbTaThbl.

- 30 PEKTUBHOCTb CHMM¥EHUA aHTU-BMK aHTUTen 6bina conoctaBuma (59.0 vs. 71.2%, p =
1.00)

- npu npumeHeHun KINd otmeyanocb meHee BblipaXKeHHOEe CHUMKeHue ypoBHA IgG B
KpoBu (62.7 vs. 83.5%, p = 0.002)

- He BbIABNEHO AOCTOBEPHbIX PA3NNYUIA MEXKAY NOKasaTenaAMM NeTabHOCTU U YaCTOTOM
Pa3BUTUA TEPMUHANBHOW NOYEYHOM HEeAO0CTAaTOYHOCTU B rpynnax

BbiBOAbI: OTMEYEHa NepCcnekTUBHOCTb NpumeHeHusa KINd, kak apdeKTuBHOM N bonee

6e3onacHomn anbtepHaTuBbl MO n nmmyHocopb LM,
Zhang Y. et al, BMC Nephrol. 2014;15:128



«IIpuMeHeHHe MJIa3M000MEeHA NPH CUCTEMHOM
BACKYJIMTE C IBOMHON CEPONMO3UTHBHOCTLHIO.
O030p JuTeparypbl U KJIMHUYECKUN CIOYydald.»

Nephrology
ond Dialysis
B KOMMNEKCHOM 1Ie4eHUM NALMEHTA C CUCTEMHbBIM HEKPOTUINPYIOLWMM | e s ez

OnNMcaHo peaKoe KAMHUYecKoe HabntogeHne NnpuMeHeHna nnasmoobmeHa

BAaCKy/IMTOM, accouuuposaHHbim ¢ AHUA 1 aHTUuTenamu K 6asanbHoum
membpaHe KNnybouKoB, C MOpaXKeHNEM JIETKMUX U MOYEK.

BbinonHeHo 4 ceaHca nnazamoobmeHa (100% OL M) naumeHTy, HaxoaALWemyca Ha
B/ n c OMM 2 ctagnn, Ha doHe HeaPPEKTUBHOCTU NPOBOANMOM
MeANKaMeHTO3HOWN Tepanmu.

OTmeyeHo cHuKeHue ypoBHA AHLIA B 20 pa3 1 aHTUTeN K 6a3asbHOU membpaHe
kKnyboukos B 10 pas.

[locTeneHHoe KYnMpoBaHUE AbIXaTe/IbHbIX PACCTPONCTB M HapyLleHUa PyHKLUK
NoYyek.

[TauneHT BbINUCaH B vaosaersBopmntTesibHOM COCTOAHUN

Yybuenko H.B. Mapyxoe A.B. Ilapgpéenos A.O. 3axapos M.B. Koponvkos O.A. Ilapghénosa M. A., Hegpponozus u
ouanu3z. 2020; 22(4): 535-545.
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PekomeHOayuu no npumeHeHuro 3gpgpepeHmHoiX Memooos rnpu se4yeHuu
Hegponozau4yeckux 3abonesaHul

3abonesaHue METO,D, Knacc pekomeHpgaumii/
YPOBEHb A0Ka3aTe/IbHOCTH

IgA-HedponaTna - NONYJYHHbIN MnasmoobmeH 111/2B
BbICTPONPOrpeccupyoLLmnm
rnomepynoHedput

IgA-HedponaTna - xpoHM4ecKoe MnasmoobmeH 1/2C
nporpeccupyrolLee TedeHue

MuenomHasa HedpponaTua MnasmoobmeH 11/2B
(kacT-HedpponaTmA)

HedporeHHbIt cuctemHbit dnbpo3 MnasmoobmeH/ 11/2C
dotodepes




3abonesaHue

MeTop,

Knacc pekomeHpauuii/
YPOBEHb A0Ka3aTe/NbHOCTU

CucremHasn KpaCHaA BO/1YaHKa

NMnasmoobmeH

11/2C

IgA-HedponaTna - XxpoHUYeECKoe
nporpeccupytoLLee TeyeHue

NMnasmoobmeH

111/2C

MuenomHaa HedponaTusa
(KacT-HedponaTuA)

NMnasmoobmeH

11/2B

HedporeHHbIK cuctemHbiv pubpos

MnasmoobmeH/
dotodepes

111/2C

TpomboTHnuecKkaa MUKpOaHrMonaTus,
accoumMmpoBaHHaA ¢ MHPeKunamm

NMnasmoobmeH

111/2C

TpomboTuueckasn
TpombouuToneHnyecKkaa nypnypa

NMnasmoobmeH

I/1A

TpomboTnueckas MUMKpPOAHIrMonaTus,
acCcoUuMMPOBaAHHAA C TPAHCN/IAHTaUMen

NMnasmoobmeH

111/2C
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‘|||..= Clinical Apheresis

3abonesaHue

TpaHcnAaHTaUMA NOYKU, COBMECTUMAA
no ABO

TpaHCNNQHTALMA NOYKM,
HecoBmecTumasa no ABO

dOoKaNbHO-CErMeHTAaPHbIU
rMoOMepynoCcKNepos

MnasmoobmeH/
UMMyHocopbuus

MnazsmoobmeH/
UMMYHOCOpbuusa

MnasmoobmeH/
MMMYHOcOopbuus

LA B L B

Knacc pekomeHpgaunii/
YPOBEHb A0Ka3aTe/NbHOCTU

I-111/1B-2C
(B 3aBMCMMOCTM OT
NPUYNHDBI)

1-11/1B
(B 3aBMCMMOCTM OT
NPUYNHDI)

Padmanabhan A, Connelly-Smith L, Aqui N, et al. Guidelines on the Use of Therapeutic Apheresis in Clinical Practice -
Evidence-Based Approac from the ertlng Committee of the American Society for Apheresis: The Eighth Special Issue. J

Clin Apher. 2019;34(3):171-354
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HeananusHble meToabl
3pdepeHTHOM Tepanumn
— HeoOoLUEeHEeHHbIN
MHCTPYMEHT B
HedbpOoNorn4ecKkomn
npakTuke!




LleHa BOonpoca

Tapndbl POMC Ha neveHue 3ab60n1eBaHMIM NOYEK C NPUMEHEHNEM METO0B
adepesa (KackagHaa nna3moPuabTpaumsa, UMMyHocopbLmA)

I e

M32.1 CucrtemHan KpacHaA BO/IYaAHKa C

nopa*KeHMem Apyrmx opraHoB UM CUCTEM

NO04.1 Oyarosble U cermeHTapHble 123889,78

rnomepynsapHbie noBpexKaeHna
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