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OBIIEPOCCUNCKASA OBIIECTBEHHAA OPTAHU3ALIVA HE®POAOTOB
"POCCUHNCKOE AAAM3HOE OBIIIECTBO"

I'ay6oxoyBarkaemble Kossern!

Poccniickoe amaansnoe obmectso npuraamaer Bac B 2025 ToAy mpHHATE yuacTHE B MEPOIIPHATHAK:

Aarbr Mecro nipoBeAeHUsA Hazsanue ®opmar

Hayuno-mpakrmaeckas kordepenrmsa PAO,

nocssmmenHasn Beemupromy Amro ITouku —
13 mapra 2025 1. Camuxr [lerepOypr 2025 B Canxr-IlerepOypre: «B mopsaake an

BAIIIN [TOYKH? PaHHee BBIABACHUE — 33A0T

3AOPOBbBS ITOYCK»

XXIV Cesepo-3ammasnas HepOAOTHUIECKAs

30-31 mas 2025 r. Canxr [letepOypr 1oaa PAO
XXV M - [TH-
1 virors 2025 1. Casncr-TerepBypr eKAYHAPOAHAS IIIKOAA-CEMITHAP Omnnaiin
o Hedppoaoruu (CME) TPAHCAALIUA
IIT HayuHO-IIpaKTHYECKAS KOH(DEPEHIIHSA
5 cenrsaopsa 2025 . MockBa C MEKAYHAPOAHBIM yuacTaeM: «boTknHckne
grernst 10 Heppororum. OrHu croAnts'
14-15 HOstOps 2025 1. Mocksa XX Obtruepoccmiickas kordeperms PAO
1 - Prei
16 sonBp 2025 . Mocksa XXVI MexAyHAPOAHAS IITIKOAA-CEMIHAP Omnnaiin
o Hedppoaormu (CME) TPAHCAAIIA

6-7 aexadps 2025 1. Cankr-ITerepOypr XVIL neponorrseckuii ceviap PAO

«AekaOpbcKue BCTpedm»
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OBIIEPOCCUNCKASA OBIIECTBEHHAA OPTAHU3ALIA HE®POAOTOB |
"POCCUNCKOE AMAAMI3HOE OBIIIECTBO" |

123182, r. Mocksa, ya. [lexornad, A. 3
e-mail: rosdialysis@mail.ru |

3aaBAeHHE |

AAA BCTYIIACHUA B UACHBI \

OGmmepoccuiickoii 00IIeCTBEHHOM OpraHu3anu HeppoAOroB |
"Poccuiickoe Amasn3Hoe o0mecTBo'

1. ®amnana WM OruecTBO ‘

2. KoHTakTHBIE AAHHBIE: |

Mobuabzeti TeaedoH: \

E-mail: \

3. Haspanwme yupexaeHns \

OTACACHUC

4, CrrenmmaAbHOCTB: |

D Hedpoaor D TEPAIEBT D SHAOKPHUHOAOT |
D XHPypr D KapAHOAOT D PEAHNMATOAOT |
podee

4.1. CnenuaAusanus: |

D KOHCepBaTUBHAA HE(DPOAOTHA D o0Imasn xupyprus D ypoAOrHsA |
D IrEMOAMAAN3 D COCYAUCTASl XHPYPIHA D AHECTE3UOAOTHUSA |
D HEPUTOHEAABHBII AHAAN3 D XHPYPIHUA AUAAUZHOIO AOCTYIIA D SHAOKPUHOAOTHA

D TPAHCIIAQHTAITHA |
mpodce |
5. AOAKHOCTB: |
D TAQBHBIN CIEIIHAAUCT 110 HEPPOAOIIH D 3aB. KapeApOIt |
D AOITEHT D HAYYHbII COTPYAHUK D 32B. OTACACHHUEM |
D Bpay D OPAHHATOP D aCIIIpaHT |

rpouee |

6. YueHoe 3Banue

C 2024 roaa MBI IIEpEXOAUM HA SAEKTPOHHYIO BEPCHIO KYPHAAQ, IIPOBEPHTE, BEPHO AH YKa3aH BAIll SAEKTPOH- |
HEBII aApec.

Aara: " " 202 r. IToamuce: |
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KIMHUYECKUE NMPAKTUYECKUE PEKOMEHOAL WU KDIGO 2024
MO BEAEHWIO BACKYJIUTA, ACCOLUMNPOBAHHOIO
C AHTUTEJTAMU K LUTOMJTASME HEUTPOOUITIOB (AHLA)

KDIGO 2024 CLINICAL PRACTICE GUIDELINE
FORTHE MANAGEMENT OF ANTINEUTROPHIL CYTOPLASMIC
ANTIBODY (ANCA)-ASSOCIATED VASCULITIS

MepeBopg Ha pycckui a3bik H.M. bBynaHosa nog pepakuuen E.B. 3axaposoin

MepeBog ocyuectsneH no nHuymatree PLO n ogobper KDIGO

Translated into Russian by N.M. Bulanov, edited by E.V. Zakharova
Translation initiated by RDS and approved by KDIGO

Ons yutuposanma: KnuHuyeckue npaktnueckme pekomengauuu KDIGO 2024 no BeAeHWo BacKynuTa, acCOLMMPOBAHHOTO C aHTU-
Tenamu K uutonnasme Hetpochunos (AHLA). Mepesog Ha pycckui a3bik H.M. bynaHosa nog, pegakuveit E.B. 3axaposoit. Hedhponorus
n gnanus. 2024. 26(4):397-434. doi: 10.28996/2618-9801-2024-4-397-434

For citation: KDIGO 2024 Clinical Practice Guideline for the Management of Antineutrophil Cytoplasmic Antibody (ANCA)-Associated
Vasculitis. Translated into Russian by N.M. Bulanov, edited by E.V. Zakharova. Nephrology and Dialysis. 2024. 26(4):397-434.
doi: 10.28996/2618-9801-2024-4-397-434
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Knumnyeckue npaktudeckue pexomeraaupm KDIGO 2024 no BeaeHnio BACKYHTA, GCCOLMMPOBAHHOTO C GHTATENAMA K LtTonnasme Heitpodunos (AHLIA)

COOEPXAHUE

KnuHunyeckune npaktuyeckue pekomerngaumnmv KDIGO 2024 no BegeHMNI0 BacKynuTa,
ACCOLMMNPOBAHHONO C aHTUTeNaMM K LuTonnasme Hentpodpunos (AHLIA)

399 PrcyHkn

400 NcnonHutenbHbin komuteT KDIGO

401 KntoueBble 0603HaueHUs

402 HomeHknatypa XbI1

403 KoadduuneHTbl nepecueta

404  Cnucok coKpalyeHumn

405 YBepgomneHua

406 Mpepncnosue

407  CoctaB paboueli rpynnbl

408 Pestlome

409  OcCHOBHblE MONOXEHNA PEKOMEHAALMNI U NPAKTUYECKUX COBETOB
415 BackynuT, accoummpoBaHHbI C aHTUTENaMM K LuToniasme HenTpodunos (AHLLA)

432 Cnucok nutepaTtypbl

Dra cTaThA ONYOAMKOBAHA KAK YACTH BBIITYCKA KYPHAAQ, CHOHCHPyeMas VIHHITHATHBOM 110 YAYHIIIEHIIO TAOOAAD-
HBIX HCXOAOB 3a00AeBanuii nouek (Kidney Disease: Improving Global Outcomes/(KDIGO). Muenus 1 B3rAsAbL,
BBICKA3AHHEIE B 9TOH CTATHE — 3TO MHEHHA H B3TASABI €€ ABTOPOB, 1 OHH HE O0A3aTEABHO OTPAKAIOT MHEHUA AN
pexomenAaru MexAyHapoAHoro oomectsa Hecppoaoros (International Society of Nephrology) man msaateabcTsa
Elsevier. Ao3HpOBKH, IIOKA3aHUA K METOABI HCIIOAB30BAHMSA ITPOAYKTOB, HA KOTOPBIE CCHIAAIOTCA ABTOPHI CTATBH,
MOTYT OTPAKATD HX KAMHIUCCKUT ONIBIT HAH OBITH TOAYYEHbI 13 MCAMIIMHCKOM AHTCPATYPBI i APYIHX KAMHITYCCKHX
HMICTOMHUKOB. BCACACTBHE PA3AIHMIT MEKAY PESYABTATAMH, IOAYICHHBIMMI /72 VI/T0 W i1l VIV0, 1 MEKAY AAOOPATOPHBIVMI
MOAEAAMH HA KUBOTHBIX U KAMHIYCCKIMU AAHHBIMH, ITOAYYCHHBIMHI Y 9E€AOBEKA, AAHHBIC /77 Viff0 U Y KHBOTHBIX
HE 00A3aTEAPHO KOPPEAHPYIOT C KAMHIYECKIMI PE3YABTATAMI.
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Knunuueckue npaktuueckue pekomenaaunm KDIGO 2024 no seaenuio BackynuTa, GcCOUMMPOBAHHOTO C GHTUTENaMM K uuTonnaame Heitrpodunos (AHLIA)

PUCYHKHA
PrcyHok 1. CTpateruvs BbINONHEHWsi GUONCUM MOYKM NPU NMOAO3PEHUN HA BaCKYNUT C NOPaXeHeM Noyek
PucyHok 2. OnpepeneHnsa akTYBHOCTY 3ab0neBaHmA, peM1Uccuy, peLmnamea n peppaktepHoro TeueHus npu AAB
PrcyHok 3. InarHocTuuyeckuin nonck npu GuicTponporpeccrpytoLlem rnomepynoHedpute
PucyHok 4. YacToTa nopaxkeHus pas3nunyHbix opraHos npu AAB
PucyHok 5. TucTtonatonormuyeckas knaccudurkauma AHLIA-accouunpoBaHHoro rinomepynoHedputa
PucyHok 6.  Cxembl neueHna AAB
PrcyHok 7. ®akTopbl, BvAOLWMe Ha BbIGOP Mexay pUTykcumabom n unknodpochammaom

ANA NHAYKLMOHHOW Tepanuu AAB

PrcyHok 8. Bbibop cnocoba BBefeHuA umnknodpocdhammuaa npu AAB
PucyHok 9.  Cxema cHu»KeHUMA fo3bl npegHu3onoHa npu AAB
PucyHok 10. [Jo3npoBaHue MMMyHOCYNpeCcCBHbIX NpenapaTtoB ansa nevenns AAB
PricyHok 11.  [103bl 1 YacToTa NiasmoobMeHOB s neveHus AAB
PricyHok 12. ®akTopbl prcka peunansa AAB
PricyHoKk 13.  Bblbop Mexay pUTYKCMMaboMm 1 a3aTMONPUHOM Af1A NnoadepKuBatolenn Tepanmumn AAB
PucyHok 14. [Jo3npoBaHue MMMYHOCYNPeCCUBHbIX MPENapaToB 1 MPOAOSIKUTENIbHOCTb MX MPUMEHEHNA

ana noppepxaHua pemuccun AAB
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WUCMOJNIHUTENIbHbIN KOMUTET KDIGO

I'apabea DxuoAH
Hopbep Aemep

Comnpeaceaarean — ocaosatean KDIGO

Boabdranr Bunkeabmaiiep
Oxkc-compeaceaarear KDIGO

Murreas 7Kaayab Mopran I'pamc
Compeaceaarear KDIGO Compeaceaarear KDIGO
I'ropusa AmymrranTasr Murmeas O’llloneccn
Cynunra baBamanaan [arpuk Poccuanonn
Wpen ae Aypa Hopona [Toas Cuserc
Murmreasr Aenbyp Pura Cypn
Amenndpep Pant Cupneii Tanr
Macadpymu ®Pykarapa Mpma Yoxoneanase
WNoaxmm Atike Mapueano Tonearn
Mer ZKapaur Boabdranr Bunkeasmaiiep
Mapxkyc Kerraep

MepcoHan KDIGO

Asxon Assuc, ['AaBHBIN HCIIOAHUTEABHBII AUPEKTOP
AaHmaAA2 I'pus, VcrioAHUTEABHBIIT AUPEKTOP
Meaucca Tomricon, I'AaBHBI OLIepalluOHHBIN AUPEKTOP
Maiixa Yonr, I'AaBHBIA HAyIHBIN COTPYAHHK
Omu Dpan, AHPEKTOp 1O PazpabOTKE PEKOMEHAALIII
Aernndep Kunr, Aupexrop o MeAHIIHHCKIM TEKCTaM
Taus I'pun, AUPeKTOp IO MEPOIPHUATUAM
Koranu Konn, Aupexrop 1o cpasam
Kopaa Ymxesckn, KoopanHaTop 11o Mmeponpusaruam
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Knunuueckue npaktuueckue pekomenaaunm KDIGO 2024 no seaenuio BackynuTa, GcCOUMMPOBAHHOTO C GHTUTENaMM K uuTonnaame Heitrpodunos (AHLIA)

Knioyerble 0603HAYEHMS

HOMEHKJ/IATYPA Y ONMUCAHUE OLEEHOK PEKOMEHZALUIA

Ona kaxpon PekomeHpaummn eé cuna obo3HaueHa Kak YpoBeHb 1 unu YpoBeHb 2, a y6eauTeNbHOCTb NOAAEPKUBAIOLLYNX
noka3saTenbcTB — Kak A, B, Cvnun D.

3HayeHune
Mpapaunsa
[Ansa nauneHToB Ana KNUHULNCTOB [nAa opraHnsaTopos

YpoBeHb 1 BonblMHCTBO NaumeHToB BonbwmnHCTBY NauyeHToB cnepyeT PekomeHaaLmo MOXHO
"CunbHbIN" B BalLen ChTyauuy npeanoynu 6ol NpPOoBeCTV PeKOMEHAOBaHHbIN KypC paccmaTprBaTh Kak aprymeHT
"Mbl peKoMmeHAyeM" peKOMeHAYeMbI KypC ledeHus, neyeHuna B pa3paboTke NonnTuku ¢ chepe

1 VWb HeboMbLUasA YacTb 3TOro opraHv3auuy 34paBooxpaHeHs

He cfienana Obl 1 Kak Kputepuni 3GPeKTMBHOCTY

MeANLUMHCKOW NomoLm

YpoBeHb 2 bonblwasna yacTb NaLMeHToB Pa3Hble BapuaHTbl nogonayT Ana PekomeHpaums, BeposTHO, NoTpebyeT
"Cna6bin" B BaLLeln CUTyaLuu Bbibpanu 6bl pa3sHbIx NaumneHToB. Kaxkgomy Cepbe3HOro 06CYXAEeHUA 1 yuacTus
"MbI npepgnaraem" peKkoMeHAyeMbI KypC fleyeHms, NaumeHTy Hy>KHa NOMOLLb B MPUHATAM  3aMHTEPECOBaHHbIX CTOPOH, Npexae

HO MHOTMe 3Toro 6bl He caenanu yrpaBJiIeHYeCKOro peLlueHus, yeM MOXHO byfeT BbipaboTaTb

COOTBETCTBYIOLLErO €ro LLEHHOCTAM U OpraHn3aLMoHHble peLleHuns
npeanoyYTeHnsam
lpapaunsa KauecTBO foKa3aTenbCcTB 3HayeHune
A Bbicokoe Mbl yBepeHbl, UTO UCTUHHBIV 3bdeKT 630K K oLeHKe 3ddeKkTa
B YmepeHHoe NcTrHHBIN 3¢ deKT, BepoAaTHO, ByaeT 6nn30K K oLeHKe 3ddeKTa, HO eCTb BEPOATHOCTD,
UTO OH CYLLECTBEHHO OT/IMYaeTCA

C Huzkoe NCTUHHBIN 3P dEKT MOXKET CyLEeCTBEHHO OTNINYATLCA OT OLleHKM dddeKTa
D OueHb H13Koe OueHKa 3dppeKTa oueHb HeonpeaenieHHa, U YacTo OHa byAeT fjaneka OT UCTUHHOTO 3ddeKTa
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Knmnneckme npaktnyeckue pexomengauyn KDIGO 2024 no senennio BaCKyHTA, ACCOLMMPOBAHHONO € GHTTENAMAM K LuTonnasme Herpodunos (AHLIA|

TEKYLWIAAl HOMEHKNATYPA XPOHUYECKOW BOJIE3HU MOYEK (XBIM), UCMOJIb3YEMASA KDIGO

XBI1 onpedensemca Kak HapyweHue cmpyKkmypel unu yHKyuu noyvek, Komopele cywecmsyiom >3 MecAyes U OKa3bieaiom
8/1uUAHUE Ha cocmosHue 300posbA. XbIMknaccugpuyupyemca Ha ocHosaHuu lMpuyuHel (Cause), kamezaopuu CK® (GFR) u kamezopuu
Anebymunypuu (Albuminuria) - knaccugpukayus MCA (CGA).

KaTteropun nepcucrupyioueii aiboymnHypun
OnucaHne 1 ypoBeHb

KDIGO: nporHos XbI1 A1 A2 o
Ha ocHoBaHuW KaTeropui CKO HopmaneHbiii YmepeHHo T
1 anbGymnuHypun WM CNETKA  oBbILIEHHbI  MOBbiLLEHHII]
NMoBbILWEeHHbIN
<30 mr/r 30-300 mr/r >300 mr/r

<3 Mr/mMmoSb 3-30 mr/mMmMonb  >30 Mr/mMmornb

HopmanbHas nnu

~ C1 >90
= BbICOKasA
R C
~ Nerka
- o C2 60-89
E I CHMXEeHHasA
(7]

s C

Jierka-ymepeHHo
2 ca yMEp 45-59
s < CHMXEeHHaA
3 g yMepeHHO-SHal-IVITeHbHO
X T C3b 30-44
v 8 CHMXEeHHasA
=

3HauuTenbHO
g° 15-29
a CHMXEeHHaA
=
]
X

[MoueyHasn
c5 <15
HeJoCTaTOYHOCTb

3eneHblli — HU3KUI PUCK (eCNN HET APpYrX MapKepoB 60n1e3HM noyek, To HeT XBI); XKenTbiil — yMepeHHbI pUCK;
OpaH»KeBblI — BbICOKMNI PUCK; KPaCHbII — 04eHb BbICOKMI puck. CKD, ckopocTb Kny6oukoBoi dunbTpanmm.
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Knunuueckue npaktuueckue pekomenaaunm KDIGO 2024 no seaenuio BackynuTa, GcCOUMMPOBAHHOTO C GHTUTENaMM K uuTonnaame Heitrpodunos (AHLIA)

KO3OOUNLMEHTbI NEPECYETA OBbIYHbIX EAVHULL B EAVHULIbI CH

OO6blyHbIe efUHLbl U3MepeHns KoaddpunumeHT nepeBoga EanHuybl CU
AnbbymuH r/pn 10 r/n
KpeaTHuH mr/on 88,4 MKMOSb/N
KnnpeHc KpeaTnuHnHa MJ1/MWH 0,01667 m/cek
Linknocnopux Hr/Mn 0,832 HMOSb/N
MwukodeHonoBas Kucnota MKr/mn 3,12 MKMOSb/N
OTHoLeHe 6efKa K KpeaTVHVHY mr/r 0,113 Mr/MMOIb

Cnctema CU — mexxpyHapopHasa cuctema eavHnL,
MNpumMeyaHme: obblyHas eanHMLa X Ko3bdrumneHT nepesoaa = eanHuua CA.

COOTHOLUEHUE MEXAY KATETOPUAMW AJIbBYMUHYPUU N MPOTENHYPUN

Kareropumn
Mokasatenn HopmanbHbIin unu cnerka YMepeHHO NoBbIlleH CuUNbHO NOBbILEH
noBbiweH (A1) (A2) (A3)

C3A (Mr/peHb) <30 30-300 >300
C3b (Mr/peHb) <150 150-500 >500
OAK

(Mr/mmonb) <3 3-30 >30

(mr/r) <30 30-300 >300
OBK

(Mr/mmonb) <15 15-50 >50

(mr/r) <150 150-500 >500
Monocka Ha BbisiBneHve 6enka OTpYLIATENBHO WA Clefdpl cnepbl nn + + vnu 6onee

OAK - oTHOLWeHMe anbbymuHa K KpeaTuHuHy; CIA — CKOpOCTb SKCKpeLmn anbbymmnHa; OBK — oTHoleHne 6enok-kpeaTnHmH; CIb — ckopocTb aKcKpeuumn Henka.
CooTHOLIEeHUA Mexay MeTofjamn M3MepeHUs BHYTPU KaTeropuv He coBnafaloT TouyHo. Hanpumep, cooTHoweHune mexay C3A n OAK, a Takxke mexay C3b n OBK
OCHOBAaHO Ha NPEeANONIOXKEHNM, YUTO CPeAHAA CKOPOCTb IKCKPELMM KpeaTUHUHa cocTaBnAaeT npubnnsutensHo 1,0 r/cyT unm 10 mmonb/cyT. Mpeobpa3oBaHa oKpyrieHbl
no nparmaTMyeckmm coobpaxkeHnAM. (na TOUHOro NepeBoAa 13 Mr/r KpeaTUHMHA B MI/MMOJTb KpeaTUHVHA yMHOXbTe Ha 0,113.) JKCKpeLma KpeaTuHHa BapbupyeT
B 3aBMCMMOCTY OT BO3pacTa, NoAa, pacbl U paLioHa NUTaHKA; MO3TOMY COOTHOLLEHME MeXAY STUMMN KaTeropuamm ABNAETCA NNLWb NPUGnu3nTenbHbIM. B3anmocsasb
Mexay pe3ynbTaTaMyi aHasln3a MOUV C MOMOLLbIO PEareHTOB 1 APYTIMM MOKa3aTeNAaMM 3aBUCUT OT KOHLIEHTPaLMM MOYN.
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Knumnyeckue npaktudeckue pexomeraaupm KDIGO 2024 no BeaeHnio BACKYHTA, GCCOLMMPOBAHHOTO C GHTATENAMA K LtTonnasme Heitpodunos (AHLIA)

Cnmncok cokpalleHuit

AAB AHITA-acconmupoBaHHbII BACKYANT (@)X OTHOCHTEABHBIH PHCK
AHITA AHTHTEAA K IINTOIIAA3ME HEHTPOUAOB OLII OTHOIIIEHNE IITAHCOB
B/B BHYTPHUBEHHO TIP3 [Tporennasa-3
I'bM I"AomMepyAsipHas HasaAbHas MeMOpaHa PKM PanaoMI3HPOBAHHOE KOHTPOAHPYEMOE
HCCACAOBAHIE
I'OA I'pyria 0630pa AOKazaTeAbCTB
pCKD PacuerHas cKOPOCTh KAYOOUKOBOIL
I'TIA I'paryAemMaTO3 € MOAMAHTTHTOM duabTparmm
A AosepureabHbiil mETEpBAA CKp Kpearnuus ceBOpOTKH
MM® Muxodenoaara moderia CKD CKOpOCTb KAYOOYKOBO#H (DHABTpAIIII
MHO Muenomepoxenaasa TMIT-CMK  TpumMeronpum-cyAbHaMETOKCA30A
M®K Muxodenorosas kncaora DITIA Do3HHOMUABHBII TPAHYACMATO3
. . € HOAMAHTUHTOM
HOKI'H Hexporusupyrormmit i skCTpakaiAASPHBIT
raomepyAoHedpuT IeG nvmmyaOrA0oyAnsa G
OITIT Ocrpoe noBpexAcHIE TOYEK KDIGO Vunmmatisa 00 yAYUIIEHHIO TAOOAABHBIX

HCXOAOB 3200AEBAHUI TIOYEK
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Knunuueckue npaktuueckue pekomenaaunm KDIGO 2024 no seaenuio BackynuTa, GcCOUMMPOBAHHOTO C GHTUTENaMM K uuTonnaame Heitrpodunos (AHLIA)

YeegomneHums

PA3JEN I: UCMONIb30OBAHUE KIIMHUYECKUX MPAKTUYECKUX PEKOMEHO AL

Ot KAnHIMECKne IpakTHIecKne PEKOMEHAAITIH OCHOBAHEI HA PE3YABTATAX ITOMCKA AUTEPATYPEI, IPOBEACHHOTO
B moAe 2022 roaa i oOHOBACHHOTO B aripese 2023 roaa. PexomeHAaImm pa3paboTaHEl AASL TOTO, ITOOBI IIOMOYb
KAMHHUITICTAM B IPUHATAN PEIIeHuH. PeKOMEHAAIINT He IPEAHA3HAYEHBI AAA OITPEACACHNSA CTAHAAPTA ACICHISA
1 HE AOAKHBI HHTEPIIPETHPOBATHCA KAK IIPEAIINCHIBAFOIIIE HCKAFOUHTEABHBIH KypC Aeuenus. Pasandns B mpakTuke
OYAYT HEM3DEKHO M YMECTHO BO3ZHHUKATD, KOTAA BPAaul OYAYT VUHTBIBATH IOTPEOHOCTH OTACABHBIX ITAIIMEHTOB,
AOCTYITHBIE PECYPCHI M OTPAHMYEHNUA, XAPAKTEPHBIE TOABKO AAfl KOHKPETHOIO YIPEKACHHA MAU TUIIA IIPAKTHKHL
Meanmusckre pabOTHHKH, HCIIOAB3YIONIHE 3TH PEKOMEHAAIINN, AOAKHBI PEIITHTH, KAK IIPUMEHUTH UX B CBOCH
COOCTBEHHON KAMHUYICCKOH IIPAKTHKE.

PA3LEN lI: PACKPbITUE KOHOJIMKTA UHTEPECOB

Wuprmmarusa o Vaydrnenmro I'aobaapusix Fexoaos 3a0oaesanuii [Togex (KDIGO) npraaraer Bce yerans, 9To0BL
n30exKaTh ATOOBIX (PAKTHYECKUX HAX OOOCHOBAHHO IIPEAIIOAATAEMBIX KOH(DAHKTOB HHTEPECOB, KOTOPBIE MOIYT BO3-
HHUKHYTb U3-32 BHEIITHUX OTHOIICHIN HAU AUYHBIX, IIPO)E€CCHOHAABHBIX HAH ACAOBBIX HHTEPECOB UAcHa Pabodeit
rpymsl. Bee uaensr Paboueil rpyIisl AOAKHBI OBIAN 3aITOAHHTD, IIOAITNCATD H IIPEACTABUTE (POPMY PACKPHITHSA
nH(GOPMAIIIH 1 ITOATBEPKACHHA, B KOTOPOH YKA3aHBI BCE TAKNE OTHOIIIECHNUS, KOTOPBIE MOTYT OBITh BOCIPHHATHI KAK
cpakrIraeckue KOH(MAUKTB HHTEPECOB. DTOT AOKYMEHT OOHOBASETCH €KETOAHO, B HH(POPMALIHA COOTBETCTBYIOIIIM
obpasom Koppekrupyercs. Bea mpeacraBaennas madopMarus myoAHKyeTcs IIOAHOCTBIO B KOHIIE 3TOIO AOKYMEHTA
B pasaeae "Packprrtre urdopmarnn yaeHamu Paboueit rpymmer u xparnTcea B daiiae KDIGO.

Copyright © 2023, KDIGO. Onybauxosaro Elsevier Inc. ot umenn MexayrapoaHoro obirectsa He)pOAOIOB.
D10 CcTaThi pasmerneHa B OTKpsToM Aoctyie oA Autensueil CC BY-NC-ND (http://creativecommons.org/
licenses/by-nc-nd/4.0/). OTA€ABHBIE KO MOTYT OBITH CACAAHBL AASI AMHOIO HCIIOAB30BAHNS B COOTBETCTBUM
C HAIIMOHAABHBIM 3aKOHOAATEABCTBOM 00 aBTOPCKOM IIpaBe. AAfl yIEOHBIX 3aBEACHMUIT, KEAAIOIIIX CACAATDH
KCEPOKOIIMU AAfl HEKOMMEPYECKOTO HCIIOAB30BAHNA B OOPA30BATEABHBIX IEAAX, ACHCTBYIOT CIICI[HAABHBIC
tapudsr. Hukaxas 9actp 5101 IyOAHKAITIN HE MOKET OBITH BOCITPOM3BEACHA, N3MEHEHA HAH ITIEPEAAHA B AFOOOM
bopme HAT AFOOBIME CPEACTBAME, IACKTPOHHBIME HAU MEXAHIICCKUMH, BKAIOUAs (POTOKOITHPOBAHIE, 3AITHCH
HAH AFOOYFO CHCTEMY XpaHEHHs H IToncka nadopmariin, 6e3 mcsmensoro paspertrennd KDIGO. [Toapobuyro
uH(GOPMAIIIIO O TOM, KaK 3aIIPOCHTH PEIIPUHT, Pa3pPEIIeHHE HA BOCIPOU3BEACHHE HAN IIEPEBOA, 4 TAKKE
AOIIOAHUTEABHYIO HH(MopMaruio o moaurtuke pasperrernii KDIGO moxuO moAygnts, ceasasiucs ¢ Meauccoit
Tomrcon, raasabiM oreparrosHsiM Aupekropom KDIGO, o aapecy melissa.thompson@kdigo.org.

Hu KDIGO, uwu wypuan Kidney International, mix aBTOpBI, HH Y9aCTHUKH IHOATOTOBKH ITYOAMKAIIIMH HAK
PEAAKTOPHI HE HECYT U HE MOIYT HECTH HUKAKOH OTBETCTBEHHOCTH 34 AFOOBIE IIPAMBIE, HEIIPAMBIC, CAYIAHHbIE
VAN HAMEPEHHbIE YOBITKH (BKAFOUAs HE OIPAHUYCHHBIC PA3MEPOM IIOTEPH IIPUOBIAK) HAN AFOOOIT Bpea/ yiuep0,
IPUYMHEHHBIH AFOAAM MAM MX HMYIIECTBY, BRI3BAHHEIE ITO AFODOM TEOPHM OTBETCTBEHHOCTH B PE3YABTATE
KOHTPAKTOB, KECTKIX 00A3aTEABCTB HAH IIPABOHAPYIIEHUIT (BKAFOUAA OTBETCTBEHHOCTD 33 KAUYECTBO IIPOAYKTOB,
XaAQTHOCTb MAHM YTO-AHMOO HHOE) ¥ BOSHHKAFOIIHE B PE3YABTATE AFOOOIO HCIIOAB3OBAHMA NAU SKCIIAYATAIIHN
ATODBIX METOAOB, ITPOAYKTOB, HHCTPYKIIUH HAH HACH, COACPIKAIIIIECH B AAHHOM MATEPHAAC.
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Knumnyeckue npaktudeckue pexomeraaupm KDIGO 2024 no BeaeHnio BACKYHTA, GCCOLMMPOBAHHOTO C GHTATENAMA K LtTonnasme Heitpodunos (AHLIA)

[Npenncnoeue

Muccusa KDIGO cocront B TOM, 4TOOBI yAVYINIATS
KAYeCTBO IIOMOIIN M MCXOABI AAfl AHIL C 3200ACBAHH-
AMH ITOYEK BO BCEM MHPE, OCYIIECTBAAA KOOPAHTHHPO-
BaHNE, COTPYAHHYECTBO M MHTEIPAIUIO HHHUIIHATHB
II0 CO3AQHMIO U BHEAPEHMIO KAMHHYICCKUX ITPAKTHYC-
ckux pekoMenAarmid. C MOMEHTa CBOEro CO3AAHUA B
2003 r. KDIGO 6pran onyOAHKOBAHEL BCECTOPOHHHE
PEKOMEHAAITIH TTO MHOTUM KOHKPETHBIM TEMaM, BKATO-
vyag KanmHngeckne mpakTudaeckne peKOMEHAAIINN 11O
BeAcHUIO rAoMepyAroHedpuTos B 2012 roay u 1o Be-
AEHHIO rAoMepyAdpHEIX Ooaesneit B 2021 roay. Dto
rmocaeAHee PYKOBOACTBO BKAIOYHAO PEKOMEHAAIINT
no 11 3260AeBaAHMAM, OCHOBAHHBIE HA AOKA32TEAD-
crBax, AocTynHbX Ha mroHb 2020 roaa. Hacrosmee
OOHOBACHHE, CAEAAHHOE CIYCTA BCEro 2 roAa, OTpa-
KaeT OECIIPEIIEACHTHBIE TEMIIBI ITOABACHNA HAYIHBIX
OTKPEITUH B 9TOH OOAACTH U IIOCBAIIEHO PEKOMEHAA-
IIUAM 110 AMATHOCTHKE, ACICHIIO X MOHUTOPHPOBAHHIO
nopaxenud rmovyek npu AHIIA-acconnnpopanmbix
BACKYAHTAX.

KDIGO crpemnTcsi BHAEPKUBATE CAMBIE BEICOKHE
CTAHAAPTHI COBEPIIEHCTBA U IPEAOCTABAATD KAMHHI-
ILIFICTAM CaMble YOEAMTEABHEIE OCHOBAHHEBIC HA AOKA3a-
TEABCTBAX PEKOMEHAAIINH, OOBEAMHAS KaK HOBEHIIIIE
AOCTHZKEHUS, TAK 1 OOIIEITPUHATHIC KAMHIYECKHIC CTAH-
AaptsL Takum 06pasoM, 0OHOBAEHHOE PYKOBOACTBO IO
AHITA-acconnupoBaHHBIM BACKYAHTAM IIPEACTABAACT
co0O¥ coueTaHne MMEIOIINX IPAAAITIIO PEKOMEHAA-
LUH C IPAKTHYECKIMH coBeTamMu. PekomMeHAaIm oc-
HOBAHBI HA PE3YABTATAX CHCTEMATHYECKOTO 0030pa AO-
Ka3aTEABCTB I HUMEIOT IPAAAIIIIO ITO CHAE (YpOBEHb 1,
«MBI PEKOMEHAYEM» HAU YPOBEHD 2, MBI IIPEAAATACN)
1 KA9ECTBY AOKA3aTEABCTB (A, «BBICOKOEY; B, «ccpeaneey;
C, «auskoew; uan D, «ouens Huskoey). [Ipaktmaeckme
COBETHI HE UMEIOT I'PAAAIHN U ITPEACTABAAIOT COOOM
OCHOBAHHBIE HA KOHCEHCYCE TTOAOKEHHSA, OTPAKAIOIINE
aKcriepTHOE MHeHHE Paboueit rpyIbl. DTr IpakTHye-
CKHe COBETBI (DOPMYAHUPYIOTCA B CAYYAAX, KOTAQ HE OBIA
IIPOBEACH CHCTEMATHYECKUE 0030p AokasaTeAbcTs. He-
KOTOPBIE ITPAKTHYECKHE COBETHI IIOMOTAIOT YHTATECAFO
B BOITPOCAX BHEAPEHNS, IMEFOTIIIX IPAAAITIIO PEKOMEH-
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AAIIHI, ¥ 9aCTO IPEACTABAEHHI B rpadpuaeckom dop-
marte. UHTATEAH MOIYT PACCMATPUBATD IPAKTUYECKHE
COBETHI KAK 9KCIIEPTHOE PYKOBOACTBO HAHN KAK (IIOAOKE-
HUSA 110 HAFAYYIICH KAFMHITIECKON IPAKTUKE» H HCIIOAD-
30BATh UX, CCAU HAXOAAT ITOAXOAAIITUME AAfl OKA3AHIA
IIOMOIIIHN ITAITHEHTAM.

Mser erme pas 6AaFOAapI/IM I;IopreHa Daére u bpasa
PoBuna, KOTOpPBIE BO3TAABUAM 9Ty BaiKHYIO HHUIHA-
THBY, U MBI BBICOKO LICHHM ITPEAAHHOCTD ACAY YACHOB
Paboueit rpymmsr — Assuaa Aweitma, Moma-Credama
Canpaepca n Baaarmmpa Tesapa. Bee orm Ao06poBoabHO
IOCBATUAH BPEMS M 3HAHHUA CO3AAHNIO HacToAIMX Pe-
komenaarmii mo AHITA-acconmupoBanubM BacKyAn-
tam. Hesapucumasn I'pyrma mo 0030py AoKazaTeAbCTB
(T'OA) u3 I1IkoABI OOITIECTBEHHOTO 3A0POBbS YHUBEP-
cntera bpayma, Bosraasademas Dranom baakom i Kpeii-
rom ['opaoHOM, IIpeAOCTaBHAZ OOHOBACHHBIH 0030p
AOKA32TEABCTB, KOTOPBII 1 AaA HH(DOPMAITHIO AAA Ha-
croseii Bepcun PekoMeHAarnii.

Aaf obecriedeHns MpO3PAIHOCTH U ITOAHOIIEHHO-
CTH ODOIIECTBEHHOTO OOCYKACHUA, COTAACHO ITOAUTHKE
KDIGO, geproBux Pexomenaariuii ObIA IPEAOCTABACH
AAsl kommenTHpoBanuA B Mae 2023 roaa. Mer BEICOKO
LIEHUM Ty OOPATHYIO CBA3b, KOTOPYIO MBI IIOAYIHAR
oT Hay4HOro coobrectsa. Bee uaensr Pabouelt rpyrirer
PACCMOTPEAN U OAOOPHAM OOHOBAECHUSA ITEPEA BBIIITY-
ckoM Pekomenaaruii,

Takum 00pa3om, MBI PAABI ITPEAOCTABHTD 3T OOHOB-
AenHbie KAmHIUECKNE IPAaKTHYECKHE PEKOMEHAALIN
o Beaernio AHITA-acconumpoBaHHEIX BACKYAHUTOB,
OTPaKAIOIIINE CAMBIE ITOCACAHHE 1 CAMbBIE COBPEMEH-
HBIE AOKA32TE€ABCTBA 110 OKA3aHHUIO IIOMOIIU AHIIAM
¢ AHIIA-acconnnpoBaHHBIME BACKYAHTAMH BO BCEM
MI/Ipe. MbI BOOAYLHCBAeHEI TCMIIaMH Hay"IHbIX AOCTH-
KEHHI 1 OCCKOHEYHO OAATOAAPHBI COIIPEACCAATEAAM
u gAeHaM Pabodelt IPyIIITsl B ADYTUM YYACTHUKAM 3TOMH
BAKHON paOOTHL

Mopran I'pamc
Mumean ZKaayab
Compeaceaarean KDIGO
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Knumnyeckue npaktudeckue pexomeraaupm KDIGO 2024 no BeaeHnio BACKYHTA, GCCOLMMPOBAHHOTO C GHTATENAMA K LtTonnasme Heitpodunos (AHLIA)

PE3IOME

Kannngeckue npakruaeckue pekomenaarun KDIGO (dAuunumaruse mo Vaygmrennro 'aobaapusix cxoaos
3aboaesannii [Toger») 2024 110 BeACHNIO BACKYANTA, ACCOIUHPOBAHHOTO C AHTHTEAAMH K ITHTOIIAA3ME HEHTpOdH-
AoB (AHITA), IpeACTaBAAFOT IEAEHAITPABAEHHOE OOHOBAEHHUE IAABBI KAMHIUECKIX IIPAKTIHYECKIX PEKOMEHAAITIIH
KDIGO no BeaAenuto raomepyaspaeix 3aboaesanmii 2021, mocpsamennoit AHIIA-acconnunpoBaHHOMY BACKYAHTY.
Hx ocHOBHAA IIEAB — TOMOYb BpadaM, OKa3eBaroruM roMoris Antiam ¢ AHITA-accormupoBasHbIME BACKyAXTAMI.
OOHOBACHNE IPHHUMAET BO BHIMAHNE PE3YABTATH PAHAOMU3HPOBAHHBIX KOHTPOAUPYEMBIX HCCACAOBAHMIA, OITy-
OauxoBanHbIX ocAe deBpaad 2022 roaa. Kak u B 2021 roay, raaBa ocrpoeHa 110 TOH 7K€ CXEME H IIPEACTABAACT
PYKOBOACTBO II0 AMATHOCTHKE, OIIEHKE IIPOTHO3a, ACUEHUIO U ACHCTBUAM B OCOOBIX cHTyarmax. byayun ocmHo-
BAHO HA AOK432TEABCTBAX, 3TO OOHOBACHIE IPEUMYINECTBEHHO C(DOKYCHPOBAHO HA PEKOMEHAAITHAX 110 ACYCHHIO
AHIIA-accorumnpoBaHHbIX BACKYAHTOB. Pa3paboTka 5THX PEKOMEHAAIINI CTAAA PE3YABTATOM ACTAABHOTO AHAAH32
1 OLIEHKH AOKa3aTEABHOI 0a3bl. [IOAXOABI K ACUEHHIO M PEKOMEHAAIINE OCHOBAHBI HA CHCTEMATHYECKOM 0030pe
PEAEBAHTHBIX HCCACAOBAHMI 1 OIICHKE YOCAUTEABHOCTH AOKA3aTEABHOM Oa3bI I CHABI PEKOMEHAALIHI ITO CUCTEME
“Otenkn, pazpadorkn n onennpannd pekomenaarmii’” (GRADE). B pexomenaaruax oOcyxAaroTcs orpanugeHns
AOK232TEABHOI OA3Bl, 4 TAKAKE IIPEACTABACHEI HAIIPABACHHA OYAYIIHX HCCACAOBAHMIA.

Karuesvte cnosa: AHLLA; anmumena x yumonsasme reimpoduios; meouyuna, ocrosarnnan na 00Kasamensomeaxy 210-
Mepyaapreie saboaesarus; eaomepyaornedpum; pexomerndayuny, KDIGO; negppomuueckuti curopory cucmemanmuieckuts 0630p

LNTUPOBAHME

[Tpy HUTHPOBAHME 9TOTO AOKYMEHTA CACAYET HCIIOAB30BaTh cAeAyromuil popmat: Kidney Disease: Improving Global
Outcomes (KDIGO) ANCA Vasculitis Work Group. KDIGO 2024 Clinical Practice Guideline for the Management of
Antineutrophil Cytoplasmic Antibody (ANCA)—Associated Vasculitis. Kidney Int. 2024;105(3S):S71-8116.

ABSTRACT

The Kidney Disease: Improving Global Outcomes (KDIGO) 2024 Clinical Practice Guideline for the Management
of Antineutrophil Cytoplasmic Antibody (ANCA)-Associated Vasculitis represents a focused update of the ANCA-
Associated Vasculitis chapter from the KDIGO 2021 Clinical Practice Guideline for the Management of Glomerular
Diseases. The aim is to assist clinicians caring for people with ANCA-associated vasculitis. The update takes into
consideration evidence from randomized controlled trials published since February 2022. As in 2021, the chapter
follows the same template providing guidance related to diagnosis, prognosis, treatment, and special situations. Based
on the evidence, this update is mostly focused on guidance related to treatment of ANCA-associated vasculitis.
Development of this guideline followed an explicit process of evidence review and appraisal. Treatment approaches
and guideline recommendations are based on systematic reviews of relevant studies, and appraisal of the certainty
of the evidence and the strength of recommendations followed the “Grading of Recommendations Assessment,
Development and Evaluation” (GRADE) approach. Limitations of the evidence are discussed and areas of future
research are also presented.

Keywords: ANCA; antinentrophil cytoplasmic antibody-associated vasculitis; evidence-based; glomernlar diseases; glomernlo-
nephritis; guideline; KDIGO; nephrotic syndrome; systematic review
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Knunuueckue npaktnueckue pekomenaaunm KDIGO 2024 no seaenuio BackynuTa, GCCOUMMPOBAHHOTO C GHTUTENAMM K LuTonnaame Heitrpodunos (AHLIA

OcHoBHble NONOXEHMS peKOMeH,D,GLLMPI M NPAKTUYECKUX COBETOB

9.1 Amarnocruka

ITpaxruueckuii coser 9.1.1: ecau KAMHUYECKHE IIPOABACHHUA COOTBETCTBYIOT BACKYAUTY MEAKHX COCYAOB
Y IIPU 3TOM BBIABAAIOTCA IIOAOKHTEABHBIE cepoArormyeckue TecTsl Ha AHITA
K mueaonepoxcupase (MITO) nau nporennase-3 (IIP3), o>xuaanue BbIoA-
HEHUA OMOIICHY ITOUKU HAH PE3yABTATOB MOP(POAOTHYECKOTO UCCAEAOBAHUA
HE AOAKHO CTATh IPUYHHON OTCPOUEHHOIO HaYaAd HMMYHOCYIIPECCHUBHOM
Tepanuu, B 0COOEHHOCTH IIPU GBICTPOM YXYAIIEHHH COCTOAHHA ITAIlEHTA

(Pucynok 1).

Mopo3peHne Ha BacKynuT C Nopa)keHnem novek

KnuHnuyeckas kapTuHa xapaktepHas gnsa AHLA- KnnHnuyeckas KapTrHa, XxapaktepHas
accoLMMpPOBAHHOrO BacKynnTa nA No60oro NepBMYHOro BaCKynuTa
MonoxutenbHbi Tect Ha AHLIA K MP3 nnu MMO C MopakeHem MesKux cocyos
ManoBeposTeH BTOPUYHbIN BaCKYNT Het AHLIA k NP3 n MINO
Cneumann3npoBaHHbIN LLeHTP HeT npoTtBonokasaHumn
1 BbiCTpONpOrpeccrpyoLee TeYeHre K NpoBegeHuto buoncun
Hauatb neuenvne
Broncua no Bo3moXxHOCTH BCKope Buoncua

nocse HayaTon Tepanun

PucyHok 1 | CTpaTerns BbinonHeHUA 61MONCcMn NOYKMN NPy NOJ03PEHNN Ha BaCKY/IUT ¢ nopa)keHnem nouek. AHLIA, aHTuTena K uutonnasme
HelnTpodunos; MMNO, mmenonepokcungasa; NP3, npotenHasa-3.

IMTpaxruueckuii coser 9.1.2: aeuenne naruenTos ¢ AHITA-accormuuposanubim BackyantoMm (AAB) caeayer
MPOBOAUTH B LICHTPAX, 00AAAAFOIIUX OIIBITOM BEACHHA IAIeHTOB ¢ AAB.

9.2 IIporuos

9.2.1 BepxuBaemocTsb
[Pexorerdayun uan npaxmuueckie cosenmer oncymensywon|

9.2.2 IToueuHsIii MPOTHO3 M PEMUCCHUA
[Pexomerndayuu uru npaxmuseckue cosemer onicymcmnsyont|

9.2.3 OGocrpenus

ITpaxruueckmii coser 9.2.3.1: coxpanenne nospimeHHbIX THTPOB AHLIA nan ux Hapacranue B AMHAMUKe,
a taroke oonapyxenne AHITA y manueHTOB, KOTOpBIE paHEE OBIAU CEpPO-
HEI'aTUBHBIMHU, MOTYT GBITH IPOrHOCTHYECKHUM 3HAYMMBIMHA B OTHOIIIEHHH
OyAyimx o6ocTpeHuii 3a00ACBaHIA U AOAYKHBI OBITH IIPUHATHI BO BHUMAHIE
NP IPUHATHY PEIICHUNA O ACUEHHH.
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9.3 AeueHue

9.3.1 MaAYKIIMOHHASA Tepanusa

PekomeHnpauums 9.3.1.1: Mbl peKOMeHAYeM FIOKOKOPTUKOMADbI B COYETaHUN C PUTYKCMMabom nnu yuknodocda-
MUAOM B KauecTBe Tepanuu nepBon nuHum npu gediote AAB (1B).

ITpaxrrueckwmii coser 9.3.1.1: mpaxTuueckmii asroputm AedeHns AAB ¢ mopa’keHHeM IMOYEK IIPEACTABACH
Ha Pucynke 6.

AunarHos AAB

OueHKa 3a6osieBaHus

!

VHayKums pemmccum

:

Putykcumab + (rnioKOKOPTUKOMAbI CO CHUXKEHMEM [03bl Ui aBaKomMaH)
nnm
Linknodochammg + (rioKOKOPTUKOMAbI CO CHUKEHMEM J03bl MU aBaKoMaH)
nnmn
(Putykncmab + urknodocpamua) + (FOKOKOPTUKOUABI CO CHIXKEHMEM AO3bl)

PaccmoTpuTe npoBefeHyie nnasmoobeHa®

:

MoppepxuBatowan Tepanusa

: :

Mpogonxuntb MepewTn Ha a3aTnonpuH

pUTYKCMab CHM3MTb AO3Y MMIOKOKOPTUKOVAOB
OTmMeHUTb CHU3UTb fO3y

pUTYyKCMab asaTtuonpurHa

| | |
:
e

PucyHok 6 | Cxembl neueHnsa AAB. * Cmotpute Mpaktnyeckuii Coset 9.3.1.9. AAB, AHLIA-accoummpoBaHHbili Backynut; AHLA, aHTuTtena
K umTOnnasme HenTpodunos.
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Knunnyeckue npakmueckme pexomengauun KDIGO 2024 no senennio BackynnTa, GCCOLMMPOBAHHOTO C GHTUTENAMA K WTonnasme HerTpodunos (AHLIA

ITpaxrrueckmii coser 9.3.1.2: AaHHBIX, 000CHOBBIBAIOIINX BO3MOYKHOCTH IIPUMEHEHNA KOMOMHAIINN PH-
TYKCHMAa0a ¥ TAFOKOKOPTHKOHMAOB AAfl A€YEHHA ITAIIMEHTOB C BHIPAYKEHHBIM
HAY OBICTPOIIPOrPECCHPYIOIINM CHIDKEHUEM CKOPOCTH KAy00UKOBOI (PHAB-
tparuu (CK®) (xpeatunun ceisoporku [CKp] >4 mr/aa [>354 mxmoas/4]),
HEAOCTATOYHO. B 3T0M cuTyamum MO>KHO paccCMOTpeTh Ha3HAYEHHE ITU-
KA0pocpamMupa B KOMOMHAIIUH C TAFOKOKOPTHKOUAAMH MAM PUTYKCHMAa0a
B KOMOMHAITIH C ITIKAO(OCHAMHAOM.

ITpaxruueckuii coset 9.3.1.3: pakropsl, BAUAOLINE HA BEIOOP MEYKAY PUTYKCHMA00M U ITKAO(OochaMIAOM
AASL TIPOBEACHUA WHAYKIIMIOHHOM TE€PAIIHH, IPEACTaBACHBI HA Pucynke 7.

e [leT © NoJpPOCTKM e Putykucmab tTpyaHogocTyneH

 KeHLMHbI B Npe-MeHoMnay3e 1 My>X4unHblI, e Taxkenbii H (CbIBOPOTOYHBIV KpeaTUHUH >4 mr/an [354 mkmonb/n])*
»Kenalowme COXpaHUTb GepTUIbHOCTbL

¢ OcnabneHHble NOXuIible Noau

¢ HeobxopmmocTb peanusaumm ctepoung-cbeperatowero spdekrta

¢ PeLnpvBbl 3aboneBaHusA

¢ Hannume MP3-AHLIA

PucyHok 7 | ®aKTopbl, Bnusiiowue Ha BbIGop MeXay putykcumabom n unknodpochamuaom ana MHAYKUMOHHOI Tepanumn AAB. * MoxHO
paccMoTpeTb KOMGMHaLMIo pyUTyKcuMaba v aByx nHy3uin uuknopochammupa. AAB, AHLIA-accoummnpoBaHHbiin Backynut; AHLLA, aHTuTena K uuto-
nnasme HenTpodunos; M, rnomepynoHedpurt; NP3, npoTenHasa-3; CKp, CbIBOPOTOYHbBIN KpeaTUHVH.

ITpaxruueckmii coser 9.3.1.4: paxropsl, BAMAIOmME HA BEIOOP crocoba BBeAeHUA HMUKAO(pOChamMuAa,
npeAcraBaeHbl Ha Pucynke 8.

¢ [aumeHTbl yXKe NoNyuMBLUNE YMEPEHHYIO KYMYIATUBHYIO [O3Y e [NaumneHTbl, AnA KOTOPbIX CTOMMOCTb JIEYEHUs ABAAETCA 3HAUMMbIM
¢ [laymneHTbl C NenKoneHmemn dakTopom
¢ [laumeHTbl, KOTOPbIM BO3MOXHO YCTAaHOBUTb UHOY3UOHHDBIN KaTeTep  © MauueHTbl, KOTOPbIM 3aTPyAHUTENbHO 06ecneunTb NpoBeaeHve
¢ [MauyeHTbI, y KOTOPbIX BO3MOXHbI MPO6/IEMbI C MPUBEPKEHHOCTbIO NHPY3MI
K JIeYeHNI0 MpU Npreme BHYTPb e [NauuneHTbl, 4nA KOTOPbIX CAMOCTOATENbHbIV MpKYeM npenapata

He ABNAeTCA Npob6nemoii

PucyHok 8 | Bbi6op cnoco6a BBeaeHus uuknodpocpammnaa npun AAB. AAB, AHLIA-accoummpoBaHHbii BackynuT; AHLIA, aHTuTena K uutonnasme
HelTpodunos.

ITpaxruaeckmii coser 9.3.1.5: paccMoTpuTe BO3MOKHOCTE IIPEKPAIIEHHA MMMYHOCYIIPECCHBHOM TePAITHH
uepes 3 MecAna y ManueHTOB, KOTOPBIE OCTAIOTCA AUAAN3-3ABHCHMBIMHE, €CAT
Yy HEX OTCYTCTBYFOT BHEIIOUEUHBIE IIPOABACHUA 3a00A€BaHNA.
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IMTpaxruueckuii coset 9.3.1.6: peKOMEHAAIIN 110 CHIDKEHHIO AO3bI TAFOKOKOPTUKOUAOB AAfL IIPHIEMA BHYTPb
npeAcTaBaeHsl Ha Pucynxke 9.

1 50 60 75

2 25 30 40
3-4 20 25 30
5-6 15 20 25
7-8 12,5 15 20
9-10 10 12,5 15
11-12 7,5 10 12,5
13-14 6 7,5 10
15-16 5 5 7,5
17-18 5 5 S
19-20 5 5 5
21-22 5 5 5
23-52 5 5 5
>52 B cooTBeTCTBUM CO CNOXKMBLUENCA NOKaNbHOWN MPaKTUKOM

PucyHoK 9 | Cxema cHuKeHUA A03bl NpegHnsonoHa npu AAB. AHLA, aHTuTena K uutonnasme Heritpodunos; PEXIVAS, Plasma Exchange and
Glucocorticoids for the Treatment of ANCA-Associated Vasculitis / [nasmoo6meH 1 riokokopTukonabl ansa neveHns AHLLA-accoyumnpoBaHHOro
BaCKynuTa.

ITpaxruueckmii coser 9.3.1.7: aBakoman MoskeT OBITH MCIIOAB30BAH B KAYECTBE AABTEPHATHBBI TAFOKOKOP-
TuKouAaM. ITanueHThI ¢ MOBBIIEHHBIM PUCKOM PAa3BUTHA TOKCHYHOCTH
IAFOKOKOPTHKOHAOB C HAMOOABIIIEI BEPOATHOCTEIO IIOAYYAT IPEUMYIIIECTBA
OT Ha3HAYEHUA aBaKonaHa. Y manueHToB ¢ Hu3kou CK® mosxer ObITH AO-
crurayTo 6oaee sHaunmoe BoccranoaeHue CK®.

IMTpaxrrueckmii coser 9.3.1.8: pexomMeHAyeMBIE AO3BI UIMMYHOCYIIPECCHBHBIX IPENAPATOB IIPEACTABACHBI

Ha Pucynke 10.
2 mr/Kr/cyT 15 mr/kr B Hegenn 0, 375 mr/m2/Hep X Putykcnmab 375 mr/m2/Hep, 2000 mr/cyT 30 Mr gBa pasa
3 mecAaua, 2,4,7,10n 13 (npwn 4 Hepenu X 4 Hepgenn B coyeTaHnmn B HECKOJIbKO B [€Hb B KayecTee
MaKcMmasibHO Heo6XoANMOCTY — 717 c yuknodpochammnpom 15 Mr/Kr - Npremos, afbTepHaTuBbI
6 mecALeB npu B Hegenu 16, 19, 21, TreHegennOun?2 B/BBHegennOwu?2 C BO3MO>KHOCTbIO rNI0KOKOpTMKONAaMm,
coxpaHstoLenca 24) nnn yBennyeHuna B KOMOUHAL MK
AKTUBHOCTU Putykcmab 1 r B Helenn A0 3000 Mr/cyT npy € pUTyKCMabom vnnm

01 2 B coyeTaHum He[J0CTaTOuHOM umknopochamugom
c uuknodpocpammaom 500 Mr - OTBETE Ha NleueHre
Kaxkable iBe Hepenm X 6

KoppeKLu/m A03bl KoppeKumn A03bl

no Bo3pacTy no Bo3pacTy

* 60 net - * 60 net -
1,5 mr/kr/cyT 12,5 mr/Kr

* 70 net - e 70 net -
1,0 mr/kr/cyT 10 mr/Kr

CHu3nTb Ha 0,5 Mr/  CHU3UTb Ha 2,5 Mr/Kr
Kr/cyT npu CKO npu CKO
<30 ma/munH/1,73 M2 <30 ma/mnH/1,73 m2

PucyHok 10 | [losupoBaHue MMMYHOCYNpeccUBHbIX npenapaTtoB AnA nedyenua AAB. AAB, AHL|A-accoumnpoBaHHblii BackynuT; AHLIA,
aHTuTena K umtonnasme Hentpodunos; CKO, ckopocTb Knyboukoso GunbTpaumny; B/, BHyTpuBeHHo; MM®, MukodpeHonata modeTu.
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ITpaxruueckuii coser 9.3.1.9: paccmoTpure nposeaseHue npoueAyp miasmooomena nanuenram ¢ CKp
>3,4 mr/aa (>300 MKMOAB /A), ITAIEHTAM Hy>KAQIOIMMCS B ACUCHUY AMA-
AU30M, vAM npu ObicTpoM Hapacranuu yposH:A CKp, nau naruenram ¢ aud-
¢y3HBIM aABBEOAAPHBIM KPOBOTEYECHHEM U TUITOKCEMHEI.

IMTpaxruueckuii coser 9.3.1.10: Aeuenue manuenTos c nepexpecrom AHITA-accormupoBaHHOIO BACKyAUTA
U BACKYAWTA, ACCOLIMMPOBAHHOIO C AHTUTEAAMH K TAOMEPYAAPHOI 6a3aAb-
Hoti memGpane (I'bM), caeAyeT AOIIOAHUTE MPOIIEAYPAMU ITAA3MOOOMEHA.

9.3.2 IToaaepoKuBaroLIaA TEPAIIUA

PekomeHpauuna 9.3.2.1: nocne MHAYKLMN peMUCcCMn Mbl peKoMeHAyeM NpoBOAUTb NOAAEPKUBaIOLLYIO Tepanuio
pUTYKCMMabom nnv KomouHalven a3aTuonpuHa 1 rMioKOKOPTMKOUAOB B HU3KOI f03e
(1C).

ITpaxrruaeckmii coser 9.3.2.1: mocAe MHAYKITMOHHO¥ TePaNUK PUTYKCAMAGOM ITOAACPIKUBAFOIIASA TEPATIUA
AOAYKHA OBITH Ha3HAYEHA GOABIITMHCTBY IAIIEHTOB.

ITpakruyeckuii coser 9.3.2.2: onTUMaAbHAA IIPOAOAYKUTEABHOCTD ITOAAE€PIKUBAIOIIEH TEPAITHH COCTABAAET
ot 18 mecaAnes A0 4 AeT C MOMEHTA MHAYKIIUH PEMHUCCUH.

ITpaxrrueckmii coser 9.3.2.3: mpu permeHnH BOPOCa 0 BO3MOKHOCTH OTMEHBI ITOAAEP>KHBAFOIIIEH TePAITH
CA€AyeT IIPUHATH BO BHUMAHIE PHCK PEILHAUBOB, 4 TAK)Ke IIPOUH(OPMUPO-
BaTh AIEHTOB O HEOOXOAMMOCTH CPOYHOI'0 O0pAIeHHA 32 MEAUIIUHCKOM
IOMOIIBIO IIPY IIOBTOPHOM IoABA€HHH cuMIToMOB (PucyHok 12).

* [lnarHo3 rpaHysniematosa C MovaHrMnToM * PeunpuBbl B aHamMHe3e * Huskasa KymynateHas fjo3a

¢ MIP3-AHLIA e Cepono3utneHocTb no AHLIA B KoHLe unknodocoammaa

* Hu3Kuin ypoBeHb CbIBOPOTOUHOTO VHAYKLAN peMmnccmn * OTMeHa MMYHOCYMNPEeCCUBHON Tepanum
KpeaTuHVHa e lNoBbiweHne ypoBHa AHLIA * OTMeHa rnioKOKOPTUKON 0B

 PacnpocTtpaHeHHoe 3aboneBaHue
* MNopaxeHne JIOP-opraHos

PucyHok 12 | ®akTopbl pucka peunausa AAB. AAB, AHLIA-accoyumpoBaHHbIi BackynuT; AHLIA, aHTUTena K umtonnasme Helitpodunos; NP3,
npoTenHasa-3.

ITpakruueckuii coser 9.3.2.4: paccMoTpuTe BO3MOXKHOCTb Ha3Ha4YeHUA MUKO(eHoAaTa ModeTrra (MMD)
VAU METOTPEKCATA B KAYECTBE AABTEPHATUBBI A3aTHOIIPUHY AAA TIOAAEP-
JKAaHUA PEMHICCHH Y ITAIIMEHTOB C HEIIEPEHOCHUMOCTBIO a3aTuonpuHa. Me-
TOTpEKCaT He cAeayer HasHauath nampenTam ¢ CK® <60 ma/mun /1,73 m2.

ITpaxtnueckuii coser 9.3.2.5: hbaxTopbl, BAHAIOIIIE HA BHIOOP MEXKAY PUTYKCUMAOOM U A3aTHUOIIPUHOM
’ y
AAA TIOAAEPYKAHHA PEMUCCHH, IIPEACTaBAeHBI HA Pucynke 13.

¢ PeunpmBupytoLiee 3aboneBaHve * Huskuin ncxopHbi yposeHb IgG (<300 mr/an)
¢ MTP3-AHLIA e OrpaHuyeHHasa JOCTYMHOCTb PUTYKCMaba

* OcnabneHHble NaLMeHTbl CTapLuero Bo3pacTa

* HeobxoaMocTb JOCTUKEHNA cTepouni-cbeperatouiero addexTa

* Anneprua Ha a3aTMonpuH

PucyHok 13 | BbiGop mexpay puTykcuma6om 1 asaTMonpuHom Ans nopfepxusaiowwein Tepanumn AAB. AAB, AHLIA-accoummpoBaHHbIii
Backynut; AHLIA, aHTvTena K umtonnasme HenTpodunos; IgG, ummyHornobynux G; NP3, npoTtenHasa-3.
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IMTpaxruueckuii coset 9.3.2.6: peKOMEHAALINU II0 BBIOOPY AO3BI U OIIPEACACHUIO IIPOAOAYKHUTEABHOCTH
IOAACPIKHBAIOIIIETO ACUEHUA NMPEACTaBACHBI HA Prucynke 14.

lpoTtokon ¢ perynAapHbIM BBEAEHNEM:
1.500 Mr X 2 Npy JOCTUXKEHWU MONHON
pemwnccum, 3atem no 500 mr B mecaALbl 6, 12

1,5-2 Mr/Kr/cyT nocne JOCTUXKEHNA
NOJIHOW PEMUCCUN B TEYEHME rofa rnocne
YCTaHOB/EHWA ANarHo3a, C nocseayowym

2000 Mr/cyT B HECKOJIbKO MPMEMOB C MOMEHTa
LOCTVKEHWA MOJSTHOM PEMIUCCHN B TeUeHMe
AByX et

1 18 (npotokon MAINRITSAN) WA

2. iHdy3ua 1000 Mr nocsie MHAyKUmum
pemunccum 1 B mecaubl 4, 8, 12 n 16 nocne
nepsoii MHdy3um (npotokon RITAZAREM*)

CHVPKEHMEM [03bl Ha 25 MT KaxKble Tpu
MecsAua

MpoanuTtb Npuem asatnmonpuHa Ao YeTbipex
NeT noc/e yCTaHOB/IEHUA AMarHo3a; HayaTb

c po3bl 1,5-2 Mr/kr/cyT B TeueHue 18-24 mec.,
3aTem CHU3UTb A0 1 Mr/Kr/cyT Ao 4 net nocne
YCTaHOBNEHNA JMarHo3a, B lafibHeNLeM
NoCTeNeHHO CHUXKaTb A03Y Ha 25 Mr Kaxfble
Tpu Mecaua. Cnepyet npopokaTb Npuem
JIIOKOKOPTUKOMAOB B o3e 5-7,5 Mr/cyT

B TeYeHue [IBYX NIeT 1 3aTeM NOCTEMNEHHO
CHVXaTb JO3Y Ha 1 MF Kaxble ABa mecALa

PucyHok 14 | lo3anpoBaHue MMMYHOCYNPEeCCMBHbIX NPenapaToB 1 NPOACHKUTENIbHOCTb UX NPUMEHEHNA ANA NoAAepKaHUA pemMuccun
AAB. MAINRITSAN, lMNopnepxaHne pemMmccum C UCNoNb3oBaHUEM pUTyKcMaba npu cuctemHom AHLIA-accouumpoBaHHom Backynute; MMO,
MuKodeHonata modpetun; RITAZAREM, Rituximab versus azathioprine as therapy for maintenance of remission for anti-neutrophil cytoplasm
antibody-associated vasculitis / Putykcumab unu asatmonpuH Ansa noafepaHvia pemnccun Npy BackKynmTe, acCOLUMPOBAaHHOM C aHTUTelamMm
K uutonnasme Hentpodunos (AAB) * B nccneposaHune RITAZAREM yyacTBoBanv naumeHTsbl ¢ peumareamu AAB.

9.3.3 PermuAuBbI

Ilpaxruaeckunii coer 9.3.3.1: manueHTaM C peITIANBOM 3200A€BaAHIA HEOOXOANMO IPOBECTH IIOBTOPHBIN
Kypc HHAYKITnoHHOI Tepanmuu (Pexomenaarnua 9.3.1.1.), npeannourureabHO
pHUTYKCEMAOOM.

9.4 Ocobsbre cutyarun

9.4.1 PeppakrepHoe TeueHUe 3a00A€BaAHUAA

IMpaxruueckuii coser 9.4.1.1: mpu pedppaxrepHOM TeueHHN 3a00ACBAHIA MOJKET OBITH YBEAUUEHA A034
TAFOKOKOPTHKOUAOB (BHYTPHUBEHHO HAU BHYTPb), K ACUCHHIO MOJKET OBITH
A0GaBAECH PUTYKCHMA0, €CAM paHee ObIAA IPOBEAECHA MHAYKIIMOHHAA Tepa-
A TUKA0ochamMuA0M, 1 HA060poT. M0OXKHO pacCMOTPETH BO3MOXKHOCTD
IIPOBEACHUA IPOIEAYP IIAA3MOOOMeEHA.

ITpaxruueckuii coser 9.4.1.2: npu pasBurum A Py3HOIro aABBEOAAPHOr0 KPOBOTEUEHHA C THIIOKCEMUEH
MO>KHO PaCCMOTPETHh BO3MOX>KHOCTB IIPOBEACHHA IIPOIIEAYP ITAa3MOOOMEHA
B AOTIOAHEHUE K TEPAIINU T'AFOKOKOPTUKOMAAMH B COYETAHHH C ITUKAO(OC-
daMHuAOM HAM PUTYKCHMAGOM.

9.4.2 TpaucnaagTanusa

ITpaxrTrueckmii coser 9.4.2.1: BEIIOAHEHHE TPAHCIAAHTAIIIM CACAYET OTAOKHUTH AO TE€X IIOP, IIOKA IIAIHU-
€HTBI He OYAyT B COCTOAHUU IOAHON KAMHHYECKOW PEMICCHH B T€YEHHE
26 mecsanes. TPaHCIIAAHTALINIO HE CACAYET OTKAAABIBATH Ha 50ACe TIO3AHUI
CPOK H3-32 COXpaHeHuA NnoseimeHHoro yposua AHITA.
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Backynut, accoummpoBaHHbIM C QHTUTENOMM

K LMTONNAa3Me HEUTpobmnos

9.1 imarHocTuka

BackyAnTEI MEAKHX COCYAOB IIPEACTABASIIOT IPYIIITY 3a-
GO AEBaAHMI, XAPAKTEPUYIOIIIXCA HEKPOTH3UPYIOIIIM
BOCITAACHHEM aPTEPHOA, KAITMAAAPOB U BEHYA H OTCYT-
CTBHEM OTAOKCHIS / HE3HAUUTEABHBIM OTAOKEHIEM FIM-
MYHHBIX KOMITAEKCOB B CTEHKAaX COCYAOB (MAAOMMMYH-
Hoe BocmaAeHHue). B pase caydaes B marorormueckmii
IIPOIIECC MOTYT TAKKE OBITh BOBACYCHBI CPEAHHE HAU
prHHbIC COCyAI)I. K MaAOI/IMMyHHBIM BaCKy/\I/ITaM MCEA-
KHX COCYAOB OTHOCST IPAHYAECMATO3 C IIOAHAHTHITOM
(I'TIA), muxpockomnmuecknii moananrunt (MITA) i 20-
3UHOPUABHBIH rpaHyAemMatos ¢ moanauruuroM (OITIA)
[1]. lopaxenue moyex, aCCOIMUPOBAHHOE C STUMH 32-
OOAEBAHUAMH, IIPOTEKAET C PA3BHTHEM MAAOUMMYHHOTO
(POKAABHOIO H CErMEHTAPHOIO HEKPOTHU3UPYIOIIEIO
1 aKcTpaKaruAAIpHOro raomepyronedpura (HOKIH).
AKTHBHBIH MAAOHMMMYHHEIH BACKYAUT MCAKHX COCYAOB
OOBIYHO ACCOLUHIPOBAH C HAAMIHEM IIHPKYAHPYIOIIIX
anTHTeA K IronAasme Hefirpocpuaos (AHLIA) m, co-
raacuo KoHceHCyCy IO OIIPEACACHHIO IIEPBUYHEIX
CHCTEMHBIX BACKYAUTOB, IpHHATOMY B YsmeAa-Xuaa
B 2012 roay, I'TIA, MITA u DITIA Os1au 0ObeAnHEHEL
B rpymny «AHIIA-accoruupoBaHHbIX BACKYAHTOBY
(AAB) [1]. HOKT'H moixer pasBuBaTbhcs KAk OAHOBpE-
MEHHO € BHECIIOYCYHBIME IIPOABACHUAME 3a00ACBAHIS,
TAK U B X OTCYTCTBHE.

V manmeHTOB ¢ CHCTEMHBIME BACKYAHTAMH MOTYT
Pa3BUBATHCA BHEITOUECYHBIE IIPOSBACHIUSA C BOBACICHIIEM
OAHOH HMAH HECKOABKHX CHCTEM OPIaHOB, C IIOpakKe-
HueM Iodek uau 0e3 mero. Hanboaee wacto BoBAC-

KAFOTCA BEPXHHE U HIKHIE ABIXATE€ABHBIC ITyTH, KOKA,
raasza u mepsHas cucrteMa. Y 10% mammenTos ¢ AAB
BO3HHKAIOT ACTOYHBIC KPOBOTEYCHHS, ACCOIIMIPOBAH-
HBIE C BBICOKIM PHCKOM AETAABHOTO ncxoAa [2]. Heob-
XOAUMOCTD ACYCHES BHEIIOYCUHBIX IIPOABACHUI MOKET
IIOBAHUATD HA TAKTHKY BEACHHA ITOUYETHOTO BACKYAHTA.

Kannmdaeckue mposBACHHUSA, ACCOLMHPOBAHHBIC
¢ HOKI'H, BKAIO9AIOT MHKPOTEMATYPHIO C IIPEOOAa-
AQHHMEM M3MEHEHHBIX SPUTPOINTOB U 3PUTPOLIUTAP-
HBIMU HUAUHAPAMH, 4 TAKKE IIPOTCHHYPHIO, IIPEUMY-
mectBeHHO ymepenuyro (1-3 r/cyr). MasoummyHHSBLT
HOKI'H wacro accorumpoBan ¢ OBICTPEIM, B T€UYEHUE
HECKOABKUX AHEH MAU HEACAD, CHIKEHIEM CKOPOCTH
kAyooukoBoit puaptpanun (CK®). Onucano raxxe
MEAAEHHO IIPOIPECCHPYIONIEE TEUCHHE ITOYCTHOIO
IIPOIIECCA, U TOTAA IIPU THCTOAOTHYECKOM HCCACAOBA-
HIH MOKET OBITh TPYAHO OOHAPY/KHTH IIPOSABACHIS AK-
THBHOTO BACKYANT4; Y Y4CTH IAIIMCHTOB C IIOPAKECHIEM
IIOYEK, B OCOOEHHOCTH IIPH HAAWYHH BHEIIOYEUHBIX
LIPOABACHHE 3200ACBAHUA, AHATHO3 YCTAHABAHBAIOT,
koraa CK® erie me cHmkeHa.

Ocrpoe nospexaenue mouex (OIIIT) moxer pas-
BHBATHCA OAHOBPEMEHHO C AABBCOASPHBIM KPOBOTEUE-
HHEM, 9TO COCTOAHHE HEPEAKO HA3BIBAIOT ACTOYHO-
IIOYEYHEIM CHHAPOMOM». XOTfl ACTOYHO-IIOYCUHBIN
CHHAPOM MOJKET OBITh IPOABACHIEM HECKOABKHX 3a-
OOAEBAHMI, OAHOBPEMEHHOE ITOBPEHKACHUE AETKHX
U IIOYEK AOAKHO IIOOYAHTH HACTOPOKEHHOCTD B OT-
HOIIIEHUHU BACKyAUTa. B 910N cuTyarum kArodeBoe
3HAYCHUE AASl CBOCBPEMCHHON AMATHOCTHKU HMCIOT

MopospeHne Ha BacCKynT C NopaKeHnem no4yek

KnuHunyeckasa KapTuHa, xapaktepHas ana AHLIA-
aCcCcoLMMPOBAHHOrO BacKynTa
MonoxutenbHbit Tect Ha AHUA K NP3 nnu MINO
ManoBepoaTeH BTOPUYHbI BaCKyInT

Cneunann3npoBaHHbIN LLeHTP
1 bbicTponporpeccrpyoLee TeyeHme

Hauatb neueHne

KnuHunuyeckasa KapTuHa, xapaktepHas
InA N1060ro NepBUYHOrO BaCKyuTa
C NOpaXXeHNeM MeJIKNX COCyA0B
Het AHUA k NP3 1 MMNMO

HeT npoTrBOnokasaHui
K NpoBefeHuto buoncun

»

Brioncma no Bo3amoxHoCT Bckope
nocsie Ha4yaTon Tepanuu

"~ buoncua

PucyHok 1 | CtpaTterns BbinonHeHuaA 61Moncum NOYKM Npy NoAo3peHnn Ha BacKyInT ¢ nopaxeHmem noyek. AHLA, aHTuTena K yutonnasve

HelnTpodunos; MMNO, mmenonepokcungasa; NP3, npotenHasa-3.
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CEPOAOTHYECKOE OOCACAOBAHIE U HHTEPIIPETALIUA €TI0
pe3yApTaTOB. ITOAOKHTEABHEIN PE3YABTAT aHAAN32
Ha aHTHTEAA K TAOMEPYAAPHOH 0a3aABHON MeMOpaHe
(I'bM) cBnAeTeAbCTBYIOT B 1TOAB3Y aHTH-I BM O0oAC3HN
(panee «cuuApoM I'yarmacgepay), uTo TpeOyeT HeMeA-
AGHHOTO, HE AOKHAAACH PE3YABTATOB OHOIICHH, IIPO-
BeAeHUA IporieAyp mmaasmooomena (Pucynox 1), Toraa
KAaK IIOAOKHTCABHBIN pe3yabTaT amasmsa ma AHITA
k muesornepokcuaasze (MIIO) mam mporennase-3
(ITP3) cBuaereancrByet B 1oAB3y AAB. V Hexoropsix
IAITHCHTOB BEIABAAIOT ABOMHYIO CEPOIIO3HTUBHOCTD: Ha-
Aamune u AHLIA, m antrrea x 'BM. Amarsocruka AAB
OIHMPACTCS HA COYCTAHNE KAMHHYCCKUX IIPOABACHUI,
PE3YABTATOB BU3YAAHSHUPYIOIINX B AAOOPATOPHBIX Me-
TOAOB ODCAEAOBAHUSA, TAKHX KAK OIIPEACACHHUE YPOBHA
C-peaxTuBHOrO OeAKa, OOIIMI AHAAU3 KPOBU, IIOKA34-
TeAn (OYHKITHH TIOYEK H HCCACAOBAHHE OCAAKA MOYHL.
[Tpumepro y 90% manneHToB ¢ BACKYARTOM MEAKHX
cocypos nar HOKT'H sosasror AHLIA, Harpasaenmbre
HPEUMYIIIECTBEHHO IPOTUB (DEPMEHTOB IPAHYA HEHTPO-
duaos — MITO nan [1P3, 0AHAKO OTpUIIATEABHBIH pe-
syabTatr aHaAm3a Ha AHILIA e nckarouaer amarnos AAB
[3]. B coorBerctBun ¢ nepecmorpennsiMu B 2017 roay
ITOAOKEHIAME MEKAYHAPOAHOTO KOHCEHCYCA 10 IIPO-
BeAaennio TectoB Ha AHIIA mpm I'TIA u MIIA,
IIPEAITIOYTHTEABHBIM METOAOM ckpuHuHTra Ha MITO-
u [1P3-AHILIA aBAsieTcs BEICOKOKAYECTBEHHBI AHTH-
reH-crrennuUecKuil IMMyHO(EPMEHTHBII aHaAn3 [4].

ITpaxruyeckuii coser 9.1.1: ecan kanHHYeCKUE IPO-
ABACHHA COOTBETCTBYIOT BACKYAUTY MEAKHX COCYAOB
U TIPU 3TOM BBIABAAIOTCA IOAOKHTEABHBIE CEPOAO-
ruueckue Tectsl Ha AHITA x Mmuesonepokxcuaase
(MIIO) nam nporennase-3 (IIP3), ocxupanue BbI-
TIOAHEHU:A OMOIICHY IIOYKH MAU PE3YABTATOB MOPO-
AOTUYIECKOIO MCCACAOBAHUA HE AOAYKHO CTATh IIPU-
YMHOI1 OTCPOYEHHOI'0 HAYaA2 MMMYHOCYIIPECCUBHOM
TepAaIi, B 0COOEHHOCTH IIPH GBICTPOM YXYAIICHUN
cocrosauus nanuenTa (Pucynok 1).

V marmentos ¢ AAB Guomcns moukn nmeert cyre-
CTBCHHOC 3HAYCHHE AAf AHATHOCTHKH KaK B AcOIOTE
3200A€BAHMA, TAK U IIPH €I0 0DOCTPEHNH. DTO TAKKE

OTHOCHTCA K ODOCTPEHHIO 3a00ACBAHUSA IIOCAE TPAHC-
raanTarun nouk (Pucynxn 2 u 3). buoricus ocraercs
30AOTEIM CTAHAAPTOM AMATHOCTHKH, a pu I'TIA ama-
THOCTHYCCKAS MOIITHOCTD OMOIICHH TIOYKI MOKET AO-
crurate 91,5% [5]. Omenka rucTonaToAOrMYeCKux H3-
MEHEHUH B KAYOOYKAX, TYOYAOHHTEPCTULIIH H COCYAAX
A€AA€T OHOIICHIO ITOYKH BAKHBIM ITPOTHOCTUYECKIM HH-
crpymenToM [6]. B cBf3K ¢ 3THM BBITOAHEHIE OHOIICHI
IIOYKU CACAYET PACCMATPUBATD Y IAIIMEHTOB C IIOAO3PeE-
HIEM Ha aKTHBHOE IIOPAKEHNE IT0YEK, OAHAKO B CAYIAAX
ceportosurusaocTr 10 MITO-nan [TP3-AHIIA u npu
KAMHHYCCKON KapTHHE, TO3BOAAIOIICH 3aITOAO3PUTh
BACKYAHT MCAKIX COCYAOB C HU3KOM BEPOATHOCTBIO €rO
BTOPHYHOH 9THOAOTHH, HEOOXOAHUMOCTh B OE30TAAra-
TEABHOM BBIIIOAHCHUI OHOIICHH MOXKET OTCYyTCTBOBATS,
a e¢ IIPOBEACHUE HE AOAXKHO OBITH IIPHIUHOU OTCPO-
YEHHOIO HAYaAd ACICHUA.

PekoMeHAAIINN ITO ACUCHHUIO B 9TOM AOKYMCHTE
OCHOBAHBI HA PE3YABTATAX HCCACAOBAHUI C yIaCTHEM
marmmeaToB ¢ AAB u/mam HOKI'H. Oxoao 10%
HANUEHTOB C KAMHHYEeCKHME rposBAcHuAMu MITA,
I'TTIA man HOKI'H ocrarores yeroftunso AHLIA-me-
FATHBHBIMH. ACYCHIE 3THX ITAIIUCHTOB HE OTAHYIACTCA
ot TakoBoro y AHIIA-11o3nTHBHBIX IIAI[HEHTOB, OAHAKO
HCCACAOBAHHSA, KOTOPBIE H3y9IaAH OBl ACUEHUE HMEHHO
AHITA-HeraTuBHEIX IAMEHTOB, OTCYTCTBYIOT. Ilpn
orerke AHIIA-HeraTuBHBIX MaIMEHTOB CACAYET IIPH-
HATb BO BHIMAHHE, YTO IIEABIH PAA APYTHX 3200A€Ba-
HUH, HE OTHOCAIIHUXCA K IPYIIIE BACKYAUTOB, MOIYT
HMHTHPOBATH BACKYAHT MEAKHX COCYAOB. B mx wmcae
CHUCTEMHBIC PEBMATHYCCKIE 3a00ACBAHIS, TAKIE KAK CH-
CTeMHas KpaCHAsf BOAYAHKA, 4 TAKKe HHQEKITHOHHbBIE
1 oHKOAOrHYeckue 3aboaeBanus (Pucymox 4 [7]).

ITpaxruueckuii coser 9.1.2: AeyeHHEe MAIMEHTOB
¢ AHITA-accomumpoBanHbM BacKyauToM (AAB) cae-
AYET IPOBOAUTH B IIEHTPAX, 00AAAAFOIINX OIBITOM
BeAeHUA rmanuesTos ¢ AAB.

Lerrp, 00A2AAFOIIUI OIIBITOM BEACHUS ITAIIHCHTOB
¢ AAB, ocHareH aAeKBaTHEIM OOOPYAOBAHIEM AAS ObI-
CTPOIO YCTAHOBACHUSA AHATHO3A U HAYAAQ ACHCHHA. AAs
ANAarHOCTHKH 3200ACBAHIA HECOOXOAUMBI COOTBETCTBY-

AxTuBHOCTb AHLIA-accoLumnpoBaHHOro BacKynuTa onpeaenaeTca KNMHUYeCKUMY NPOABAEHNAMN UAN CUMNTOMaMK, KOTOPble MOXXHO
06BACHUTbL aKTVBHBIM MOPaXKEHVIEM TOFO AV MHOTO OpraHa B pamMkax OCHOBHOTO 3aboneBaHua

Pemuccmnsa — oTcyTCcTBME KIIMHUYECKUX NpoaBneHni Backynuta u M (BVAS=0). Pemnccuna M o3HavaeT cTabusibHbIN ypOBEHb UK yBeNYeHe
CKOPOCTU KIy60UKOBOI GpunbTpaLmn. HecMoTps Ha To, UTO remaTypus 1 NPoTeUHYpPKA NPUCYTCTBYIOT NPU aKTUBHOM 3a60neBaHNM U MOTYT
MOJIHOCTbIO Pa3PELLNTLCA, UX HanMyme He 0bA3aTeNlbHO XapaKTepusyeT akTUBHOCTb 3aboneBaHuA

Peuuams — nonsneHve NpusHaKkoB akTMBHOCTM 3aboneBaHUA NOC/e Nepuoga YaCTUUYHON U NOSTHOM peMmnccumn. BosHUKHoOBeHME uni
HapacTaHue remaTypum 1 NpoTeMHYPUN MOTYT YKa3biBaTb Ha MOUYEYHbIV peLmanB. PeLanBbl Mo TAXKECTU TeUeHNA MOTYT ObiTb Ierkumu
VNN TAXKENbIMU, MOCNeiHNE XapaKTepr3yloTCA Yrpo30i AN1A XU3HW unu GyHKLUK opraHa (AnddysHoe anbBeonapHoe KpoBOTeYeHMe,

NOACKNafKOBbIN CTeHo3, T'H 1 Backynut opraHa 3peHus)

Pe¢paKTepHoe K fieyeHuIo 3a6oneBaHne onpenenAaeTca Kak nepcncTtmpyrolime ninm BHoOBb BO3HUKLLVE NOYeYHble W/ CUCTEMHbIE
NpPOoABNIEHNA BAaCKy/IUTa B NepuroA evyeHnA, COOTBETCTBYOLWEro No MHTEHCUBHOCTU VHULManbHOM MmmyHocynpeccmsHoﬁ Tepannn

PucyHok 2 | OnpefieneHns aKTUBHOCTY 3a6oneBaHns, pemuccnn, peuuansa u peppakrepHoro Tedenns npu AAB. AAB, AHLIA-accoum-
MpoBaHHbI BackynuT; AHLIA, aHTuTena K uuTtonnasme HeinTpodunos; BVAS, Birmingham Vasculitis Activity Score/BUpMUHIEMCKUIA MHAEKC

aKTUBHOCTW BacKynuTa; MM, rnomepynoHedput.
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FOIIHE CEPOAOTHYECCKUE U ITUCTOAOTUYECKIE HCCACAO-
BaHMA. B IeHTpe TakKe AOAKHBI OBITH AOCTYITHBI BCE
BAPHAHTBI ACYCHUSA, BKAFOYAS PUTYKCUMAO U IIAA3MO-
obmen. CriennaAnCTsl IEHTPA AOAKHBI OOAAAATD OIIbI-
TOM B IIPUMEHECHHHN 9THX METOAOB ACUCHIUS H TEPAIINI
ACCOLMUPOBAHHBIX C UX IIPUMECHEHHEM OCAOKHCHHM.
Hakoner, meHTp AOAKEH PACIIOAATATH OTACACHHUAME
MHTCHCHBHOM TEPAIINH U OCTPOTO IEMOAMAAU3A.

9.2 porHos

9.2.1 BbnKuBaemocTb

B amreparype ormcansr (pakTopbl, BAUAIOIIHE HA BEPO-
ATHOCTD HACTYITACHUSA PEMUCCHH (OTCYTCTBHE AKTHBHO-
cru 3a00AeBaHnA HAN 3HadeHre bupmunremckoro Mu-

Ackca AxrusrocTr Backyamra/Birmingham Vasculitis
Activity Score [BVAS] = 0; Pucynox 2), passurus 060-
CTPEHUH, IIOYEYHYIO BEIKUBAEMOCTD U BBIKHBAEMOCTD
manuerTos npu AAB [8-10]. Baxusivu daxropamm,
ACCOIMHUPOBAHHBIMU C BBIKHBAEMOCTBIO, ABAAFOTCA
BO3PACT, (DYHKIHSA IIOYEK H/UAM BOBACUYCHHE IIOUCK
Ha MOMEHT YCTaHOBAGHHA AHMAarsosa. B orcyrcrsue
IMMYHOCYIIpeccHBHOM Tepamin AAB acconmuposan
¢ HeOAaronpuATHEIMU HcxOAaMHA. CACAOBATEABHO,
HMMYHOCYIIPECCUBHAA TEPAIIHA UMEET KPHTUIECKOE
3HAYECHHE AAA BBUKHBAEMOCTH IAIIMEHTOB C AKTUBHBIM
cucremubiM AAB, BKAIOUAA ITAITEHTOB CTAPINEro BO3-
pacra (>75 Aer), y KOTOPHIX IPUMEHEHHE UMMYHOCY-
IIPECCUBHOM TEPAIIMU TAKKE ACCOIIMUPOBAHO C YAYY-
mernem BeokuBaemoctu [11].

MaumeHT c 6bicTpONpoOrpeccupyroUm
yxyAweHnem GyHKUUN noYeK

O6wWwunin aHann3 moun

BblsiBIEHNE MPOTENHYPYN 1 FeMaTypun

|

MuKpockonua ocagka —

Kny6oUKoBas rematypus u/vnav nuypus 6e3

Npr3HaKoB NHdeKLMN

I

e §

3anofo3puTb BbICTPOMNPOrpecchpyoLwui
rnomepynoHedput

:

PucyHok 3 | [inarHocTuyeckmii MOMCK Npu GbicTponporpeccupyiowiem rnomepynoHeppute. AHA, aHTVHyKneapHble aHTuTena; AHLIA,
aHTuTeNa K uutonnasme Hentpodunos; FlBM, rnomepynapHas 6asanbHas MembpaHa.

Koxa 40
Moukn 90
Jlerkne 50
JIOP-opraHbl 35
OnopHo-ABUraTenibHasa cnuctema 60
HepBHasa cuctema 30
KenyaouHo-KuLeYHbI TPaKT 50

40 60

80 45
920 70
90 50
60 50
50 70
50 50

PucyHok 4 | YacToTa nopakeHus pasnuiHbIx opraHos npu AAB. BocnpounsseaeHo no The New England Journal of Medicine, Jennette JC, Falk RJ.
Small vessel vasculitis, Volume 337, Pages 1512-1523 [7]. Copyright © 1997 Massachusetts Medical Society. PenpuHT ¢ pa3pelueHvs MeguumHckoro
obuiectBa Maccauycetca. AAB, AHLIA-accouunpoBaHHbIin BackynuT; AHLLA, aHTUTena K umMTonnasme HelnTpoduIos.
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250% NONHOCTbIO fa o
—_— CKnepoTnyecKuii Knacc
CKJ/1Iepo31pOoBaHHbIX Klly604KoB
Het
Ha

250% HOpManbHbIX KNy604YkoB —————————» Ouarosblii1 Knacc

Het
Oa
250% KneToyHbIX nonynyHmn - ———————————> MonynyHHbIN Knacc
Het

> CMeLuaHHbIN Knacc

PucyHok 5 | Micronatonoruyeckaa knaccudmkauma AHLIA-accouumpoBaHHOro rnomepynoHedputa. [MomepynspHbie MOBPEXAeHNA
B OuonTaTtax criefyeT oLeHMBaTb B CliefylollieM MopsAAKe: MOJIHOCTbIO CKIePO3MpPOBaHHble KNyb6oUKU, HOpMasibHble Kybouku 1 Kiaybouku
C KNeTOUHbIMM MoNyNyHMUAMK. BruonTaTbl, KOTOPble He COOTBETCTBYIOT HI OAHOW 13 KaTeropumii Ha OCHOBaHUV JOMUHUPYIOLErO rMOMepYSIAPHOro
deHoTVNa JOMKHBI ObITb OTHECEHDI K CMeLlaHHoM KaTeropun [6]. AHLIA, aHTUTena K yutonnasme HelTpoduios.

9.2.2 NMoyeyHblll NPOrHO3 N peMuccus
I'rcToAOrIYECKOE MCCACAOBAHIE TKAHHU TIOYEK 1103BO-
AfICT IIPOrHO3HPOBATH AOATOCPOYHEIN PHCK PA3BHTI
IIOYEYHON HEAOCTATOYHOCTH; Pa3pabOTaHBI IIPOTHO-
CTHYECKHUE IITKAABL, OCHOBAHHBIE HA AAHHBIX MOP(OAO-
THYECKOTO HcCAeAOBaHusA (Hampumep, Berden e al. [0]
u Brix ¢f al. [12]; Pucynox 5 [6]).

[Tpn BaAMAAITIN TECTOIIATOAOTHYECKOM KAaccnu-
karun Berden e /. Gp1A0 ycTaHOBACHO, 9TO (POKAAD-
HBIH KAACC € >50% cOXpaHHBIX KAYOOYKOB B OHOIITATE
OBIA ACCOIIMUPOBAH € OAATOIPUATHBIM HCXOAOM, B TO
BpeMA Kak TAODAABHBIH CKAePO3 >50%0 KAyOOUKOB OBIA
ACCOITHMHUPOBAH ¢ HeOAAronpuaTHEIM HCX0A0M [13]. Co-
IAACHO IIIKAAC OIICHKHU ITOYETHOTO PUCKA, Pa3padOoTaH-
Hoit Brix ¢f al., GoAbIias AOA HOPMAABHBIX KAYDOU-
KOB B Omorrrare (>25%) Taxie ObIAa ACCOIMHUPOBAHA
¢ OAQroONPHUATHBIMU ITOYEIHBIME HcXoAamu [12]. Bue-
CTe € TeM, B OTHOIIEHHH ITOAYAYHHOTO KAacca (>50%
KACTOYHBIX IIOAYAYHHIT) X CMEIIAHHOIO KAACCA AAHHBIE
00 NCXOAAX IIPOTUBOPEUHBEL

Heobx0ArMO OTMETHTB, 9TO BOCCTAHOBACHHE (DYHK-
LIUH IIOYEK MOKET HADAIOAATBCA U TIPH AAACKO 3AIIIEA-
IIIEM TTIOBPEKACHNH, B CBA3H C YeM HEOAArOIPHATHAA
MOPOAOTHYECKAs KAPTHHA HEe AOAKHA OBITh OCHOBA-
HHEM AASl OTKA32 OT IIPOBEACHHSA ACICHIA.

Ornenka peMHCCHH IIOYEYHOTO BACKYAHTA MOKET
OBITD 3aTPYAHHTEABHA BBHAY AAHTEABHOIO COXpaHe-
HUA TeMaTypHU U IpoTenHypu, HabAaroaaemoro y 50%
IAIIEHTOB. B TAKIX CAYYAAX CACAYET OPHEHTHPOBATHCA
HA HEYKAOHHOE CHIKCHHE YPOBHA KPEATHHHUHA B ChI-
Bopotke kpoBu (CKp); AocTmxkeHne KOHTPOAS HAA
BHEIIOYCYHBIME IIPOABACHUAME 3a00ACBAHUA U HOP-
MaAM3aIHA YPOBHS BOCIIAANTEABHBIX MAPKEPOB, HAIIPH-
Mep C-peakTUBHOIO OEAKA TAK/KE MOI'YT OBITH IIOAC3HEIL,
OAHAKO HE ITO3BOAAIOT MCKAIOYUTH COXPAHAIONIYIOCH
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AKTUBHOCTB II0YEYHOIO IIporiecca. Kpome Toro, caeayer
IpHUHATH BO BHIMaHMe Apyrue npranasr OI1I], ne cpa-
saruere ¢ AAB, B ¢BA3H ¢ YeM BOIPOC O BEIIOAHCHUU
OHOIICHH ITOYKK CAEAYET PACCMOTPETh B AcOrOTE 3200-
AEBAHUA, 4 TAK/KE B CAYY4E ITAOXOIO OTBETA HA ACYCHUE
(Pucynox 1).

I'mcTroArornueckas aKTHBHOCTH MAaAOBEPOATHA
B orcyrcrBue reMarypuu. CoxpaHAIOIIAACS IpoTe-
HHYPHUSA MOKET OTPAKATh aKTUBHOCTD 3a00ACBAHMA
HAH XPOHHYECKOE IOBPEKACHUE ITAPEHXUMBI ITOUKH
BCACACTBHE IIPEAIIECTBYIOIIEIO BOCIIAACHHSA; TAKOE
XPOHHUYECKOE ITOBPEKACHIE BHOCHT BKAQA B HEOAArO-
IPHATHBIN OTAAACHHBIN ITOYCYHBIN IIPOTHO3. 3HAde-
HUE IIEPCUCTHPYIONIEH reMaTypuu HeacHo. B perpo-
CITEKTHBHOM HCCACAOBAHHH HE OBIAO OOHAPYKEHO
PA3AMYUI 110 YaCTOTE Pa3BUTUA IIOYEIHOH HEAOCTA-
TOYHOCTH MEKAY IAIIMEHTAMI C COXPAHAFOIICHCH re-
MaTypHell 1 0e3 Hee, OAHAKO IIOYCUHEIC O0OCTPEHHS
Jaine pasBUBAANCH Y IAIMEHTOB ¢ reMarypueil [14].
boarmmee sHauenume nmeeT MOBTOPHOE BOZHUKHOBE-
HIE TEMATYPUHU IIOCAE €€ PErpecca, IYTO MOKET CBHU-
AETEABCTBOBATD O PA3BUTHU ITOYEYHOIO 0OOCTPEHNH.

9.2.3 Peyngusbl

ITpaxruaeckuii coser 9.2.3.1: coxpaHeHue TOBBIIIIEH-
HbIX TUTPoB AHIIA nan ux Hapacranue B AMHAMUKE,
a tarokxe oboHapysxenne AHITA y manuenTos, KoTo-
pbie paHee OBIAM CEpPOHETaTHBHBIMH, MOTYT OBITH
IPOTHOCTUYECKUM 3HAYUMBIMHM B OTHOIIEHHH Oy-
AyIIUX 00ocTpeHuii 3a60AeBaHUA U AOAKHBI OBITH
NPUHATHI BO BHUMAaHUE IPU IPUHATHU PEIICHUN
0 ACUCHUH.

Kak aas [TP3-, tak u aas MITO-AAB xapakreprO
passutne permAuBos. Y marpertos ¢ [TP3-AHIIA pe-
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LIIAUBBI Pa3BUBAIOTCA vaIle, 9eM y rmaruenTos ¢ MITO-
AHIIA [15]. Aoctmxerme AHLIA-meraTnBHOCTH ITOCAC
HHAYKIIHOHHOHN TEPAIINN ACCOLHIPOBAHO C MCHBIIIIM
puckom peruansos [16, 17]. Kak nossimenne Tutpos
AHIIA B AMHAMIIKE, TAK H X IEPCHCTUPOBAHIE 00A-
AQIOT AHIIB YMEPEHHBIM IIPOIHOCTUYIECKHM 3HAYCHHEM
B OTHOIIICHUH Pa3BUTHA OYAYIIHX peruAnBoB [18]. Bume-
cre ¢ teM m3menenue craryca mo AHIIA ¢ ceponera-
THBHOTO Ha CEPOIIO3UTUBHBINA ACCOLMUPOBAHO € DOAB-
1€l YaCTOTOH BOSHUKHOBEHHUA PEIIMAUBOB, U B TAKOI
CHTYALIHH CACAYET YIUTBIBATE HEOOXOAUMOCTD OOAee
YACTOTO IPOBEACHHA KAMHIYECKOTO OOCACAOBAHUAL
OAHAKO B IIEAOM, KACAEMO PELIHAHUBUPYIOIEIO (DEHO-
tuma AAB, TepareBTIdeckue perieHns y KOHKPETHbBIX
IAIIIEHTOB HE CACAYET IPHHIMATH TOABKO Ha OCHOBA-
HUH pesyApTaToB aHaan3za Ha AHIIA.

9.3 JleyeHue

Aeuenre AAB 0OBIMHO pasAeASIOT Ha HAYAABHYIO a3y,
O6BI"IHO HaSEIBaeMy}O ((HHAYKLH/IOHHOIZ)), n HOC/\eAyI'O—
LIYIO (IOAACPZKUBAIOIIYION (asy.

9.3.1 UHayKUunOHHaA Tepanuna

PekomeHpgauma 9.3.1.1: Mbl peKoMeHAYeM MI0KOKOp-
TUKOMADbI B COYETAHUN C PUTYKCMMA6oM unn LKno-
docdammpgom B KauecTBe Tepanuy NepBOIn TNHUN
npwn ge6iote AAB (1B).

Hautonee xavecmsennas doxasamensnas basa umeentca 044
nayuermos ¢ debromom AAB. Aannsie 06 s¢pgpexnusiocniu
UHOYKYUOHHOT Mepanu pumykcumabom y nayuenos
¢ manceaviym nopaxcenuem novex (CKp >4 me/on
[>354 mxmons/ a)) ozparuuerer.

KnioueBaa nnpopmauna

Bananc nonwe3el u epeda. uxrodocdamma B couera-
HHH C TAFOKOKOPTHKOHAAME OBIA HCIIOAB3OBAH AAf HH-
AYKITHOHHOH TEPAIINN B HECKOABKIX PAHAOMHU3UPOBAH-
HEIX KOHTpoAHpyeMbIx nccaeaoBannax (PKI). B asyx
PKW purykcumab B pexunme MOHOTEPAIIHH HAU B CO-
YETAHHHU C ABYMA IIYABCAMH IIUKAOOChHAMIAA OKA3AACA
TaK ke apdexTnBeH, Kak IMKA0docdamuA, ¢ cormocTa-
BHMOI 9aCTOTOM MH(EKIHOHHBIX OCAOKHEHHH. (Ao-
noaHuTeAbHas Tabanma S4 [19-22]). Oanako B nccae-
sosannu Prrykcrmab mpu AHIIA-acconnuposanzoM
BackyAute/Rituximab in ANCA-Associated Vasculitis
(RAVE) nipu post hoc araruse ¢ KOppeKIHUeH 110 BO3pa-
CTY, IOAY U HCXOAHOM KAMHITICCKOH cUTyarnnu (ACOroT
3200A€BaHUA HAH OOOCTPEHNE), OBIAA IIPOAEMOHCTPH-
POBaHA 3HAYUMO OOAEE BBICOKASA 9ACTOTA AOCTIKCHIA
pemmccnu K 6 MecAam AedeHus y nanuentos ¢ [1P3-
AHIIA mipy HCIOAB30BAHIN PUTYKCHMAOA; OTHOILICHHE
mancos (OLL) cocrasuao 2,11 (95% aosepuresbmbit
nnrepsas [AU]: 1,04-4,30) [23]. Cpean manuenTos
¢ [TP3-AAB u obocrpernsamu 3aboAeBaHns OOAbIIICE
YHCAO OOABHBIX AOCTUTAH pemuccu K 6 u 12 mecsram

pu ucroAp3oparuu purykcumada; OLL cocraBuao 3,57
(95% AM: 1,43-8,93) ma cpoke 6 mecares u 4,32 (95%
AM: 1,53-12,15) ma cpoxe 12 mecsries [23]. V marmenTos
¢ MITO-AAB se GBIAO OOHAPYKEHO CBA3H MEKAY HC-
IIOAB3YEMBIM IIPEITAPATOM H BEPOSTHOCTBIO AOCTIKCHHA
pemuccun (nccaepoBarne RAVE; Aommoannreapras Ta-
Oamma S5 [20, 22]).

Pesyabrarsr npumererms IHKAODOCHAMIA TIEPO-
PaABHO M BHYTPUBEHHO (B/B) 3HAYMMO HE OTAHYAAHUCD,
OAHAKO B/B BBEACHHE LIUKAO(DOCHAMUAA TO3BOAAET
AOOUTBCS MEHBIIIECH 110 CPABHEHHUIO C IIEPOPAABHBIM
IIPUEMOM KyMYAATHBHOMN AO3BI ITperapara. B mccaeso-
BaHuu [lyAbc-Tepanus MAN TOCTOSHHBIN IIPHEM IIH-
krodocdammpa ana nuAykimn pemuccrn AHITA-ac-
coupmpoBanueix BackyAnTos/Pulse Versus Continuous
Cyclophosphamide for Induction of Remission
in ANCA-Associated Vasculitides (CYCLOPS) B/8 BBe-
A€HHE OBIAO ACCOLMUPOBAHO C MEHBIIECH YACTOTON
pasBuruA Aefikonernn (Aomoanuresbnasn Tadauma S6
[22, 24]). Tem ne MeHee, TP AAMTEABHOM HADAFOACHII
00OCTpEHHS YaIle PA3BUBAAUCE Y IIAIHCHTOB, IOAYYAB-
mmx kAo ocdamua B/B.

[Ipu He yrpOKATOIIEM JKI3HHE TCICHIN 3a00ACBAHS,
32 HCKATOYCHUEM CAYYAEB OBICTPOIIPOIPECCUPYIOIIEIO
HOpaKeHHs MOYEK, B MOArpynie marueHTos ¢ MITO-
AHIIA B kagecTBe aABTEPHATHBE HUKAODOChAMUAY
MOZKET OBITh HCIIOAB30BAH MHKO(EHOAATA MODETHA
(MM®). B kaunmaeckom nccaeaoBarnu MukoderoaT
nan rrkaodocdamua mpu AHIIA-acconnuposaraOoM
Backyante/Mycophenolate Versus Cyclophosphamide
in ANCA Vasculitis (MYCYC [27]) gacroTa AOCTHIKE-
HUSA PEMICCUH OBIAA COITOCTABHMA B IPYIIIIAX ACYCHEA
MMO® u rimkaodocdammuaom y naruenTos Kak ¢ [1P3-,
tak 1 ¢ MITO-AHIIA (Aomoanureapsas Tabauma S7
[25-28]), oanako prck obocrpennii y marmertos cl1P3-
AHIIA, moayaasrrax MM®, ObrA CyIIecTBeHHO BHIIIIC.

MetoTpeKcar B COYETAHUH C TAFOKOKOPTHKOUAAMI
VCIICIIHO HCIOAB30BAAU AAS ACYCHUS MAIUEHTOB
¢ AAB 6e3 nopazKkeHHIs OYEK B HECOOPATUMOTO ITOPaKe-
HHA OPTaHOB, OAHAKO €TI0 IPUMEHEHHUE OBIAO ACCOIIUH-
POBaHO ¢ OOABIIEN YaCTOTOM OOOCTPEHHMIT 300 ACBAHIA
1 6oAee HHTEHCUBHBIM OTCPOYCHHBIM HAKOIIACHIEM He-
OOPATHMBIX IIOBPEKACHHUI IO CPABHEHHIO C IUKAO(OC-
damuaom (Aomoanureapnas Tabauma S8 [22, 29, 30]).

[IpumeHeHME TAFOKOKOPTUKOMAOB BHOCHT OCHOB-
HOU BKAQA B Pa3BUTHE HEKEAATCABHBIX ABACHUI. BHy-
TPUBEHHOEC BBEACHHE METHA-IIPEAHH30AOHA B AO3€
or 1 A0 3 I IIMPOKO UCIIOAB3YEOT AAfl ACUEHHSA THAKE-
ABIX IIPOABACHHE 3a00ACBAHHA, OAHAKO ero apdek-
THBHOCTB He ObIAa m3ydena B PKIU. B GoapmmmacTBe
PKH manumenraM Ha3HAYAAN IIPEAHU30AOH AU IIPEA-
HHU30H IIEPOPAABHO B HauaAbHOMN Aose 1,0 mr/kr/cyr,
OAHAKO 3(P(PEKTHBHOCTD TAKOTO IIOAXOAQ HE ITOAAEP-
KHBACTCS AaHHBIME crienuaAbHbx PKI, mocsamen-
HBIX HMEHHO TAIOKOKOPTHKOHAAM. TeMIIbI CHIKEHIA
AO3BI TAIOKOKOPTHKOHAOB OTAHYAIOTCA B PA3ANIHBIX
HCCACAOBAHHAX: B HEKOTOPBIX CTPEMUANCH K ITOAHOI
OTMEHE IIperapara K 5 MecAIaM ACYEHHA, B TO BpeMd
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KAK B APYI'HX IAIHCHTBH IIPOAOAKAAU IIPUHUMATH
nperapart B A03e 5-10 mr/cyr mocae 6 mecsnes [31]. V-
caepoBanue [1Aa3MOO0OMEH B TATOKOKOPTHKOHABL AASL
aegennst AHITA-accormmposannoro sackyanra/Plasma
Exchange and Glucocorticoids for the Treatment of
ANCA-Associated Vasculitis (PEXIVAS) moxazano,
vro y manmentoB ¢ CK® <50 ma/mmu/1,73 m? cxema
¢ 6oAee OBICTPBIM CHILKCHIIEM AO3BI OBIAA COIIOCTABIIMA
110 9(p(PeKTUBHOCTH, OAHAKO IIPEBOCXOANAA TIO HE30-
ITACHOCTHU «CTAHAAPTHYEO» CXEMY CHILKEHHA AO3HI [32].
B nccaepoBannu Huskne AO3BI TAIOKOKOPTHKOHAOB
AASL HHAYKIUE pemuccun 1pu Backyante/Low-Dose
Glucocorticoid Vasculitis Induction Study (LoVAS)
cpaBHHAN 3P PEKTHBHOCTD T'AIOKOKOPTHKOUAOB
B YMCHBIIICHHOH AO3€ M B BBICOKOH AO3¢ B COYCTAHUIN
¢ purykcumMaboM aaf mHAVKnun pemuccun AAB [33].
3 mccaeAoBaHMSA OBIAN HCKAFOUECHBI ITAITUEHTHI C TAAKE-
ABIM TAOMEPyAOHEMPUTOM (pacueTHAs CKOPOCTD KAY-
6oukosoii huaprparn [pCKP] <15 ma/mun/1,73 M%)
U AABBEOASIPHBIM KPOBOTEUEHHEM (IOTPEOHOCTD B HH-
FAASILIAN KHCAOPOAA >2 A/mMuH). [TarenTsr GbiAn pan-
AOMH3HPOBAHEI K ACYCHUIO IIPEAHU30AOHOM B YMEHb-
mennoit (0,5 mr/kr/cyr) uan Boicokoit (1 mr/xr/cyr)
AO3€ B COYCTAHHUU C YETBIPbMA HH(Y3UAMU PUTYKCH-
maba B Ao3e 375 Mr/M? ¢ HEACABHBIMU HHTEPBAAAMH.
[IpumeneHnEe TAIOKOKOPTHKOMAOB B YMEHBIIICHHON
AO3€ He YCTYHaAO B 9(P(EKTHBHOCTU 10 YaCTOTE AO-
CTH/KEHHA PEMUCCHH U IIPH 3TOM OBIAO ACCOIIMHPOBAHO
C MCHBIIEH TAKECTHIO MH(MEKIIMOHHBIX OCAOKHCHHIH.
[ToCKOABKY B MCCACAOBAHHH YIACTBOBAAH AIIOHCKUE
IAIIHCHTEL, CPCAU KOTOPBIX IIPEOOAAAAAH HOCHTCAN
MITO-AHIIA, BO3MOMKHOCTD IMHPOKOTO IIPHMEHEHHS
TAKOTO PEKUM ACUYEHUSA B APYTUX HOIYAAIINAK OCTACTCA
HeompeAeAcHHOI. B nccaeaoBanun RAVE KYMYAATHB-
Hafg A03a TAIOKOKOPTHKOHAOB OBIAA HHIKE B IPYIIIIE
ACYEHHUSA PUTYKCUMAOOM, 2 HAOAFOAATEABHBIE ICCACAO-
BAHUA ITOATBEPKAAIOT BO3MOKHOCTD PAHHEH OTMEHBI
IAFOKOKOPTHKOHAOB IIPH HCITOAB30BAHUH PUTYKCHMA0A.

KoMmImaeMeHT-OAOKHPYIOIIas TePAIIus IIPEAOCTAB-
ASIET €IIIE€ OAHY BO3MOKHOCTH OTPAHHYHTH HATPY3KY
TAIOKOKOpTHKOHAAME. KAHHEYECKOE HCCACAOBAHIE
tperbeit azer CCX168 (ABakoman) y HmarueHTOB
¢ AHIIA-acconuuposanusiv Backyaurom/CCX168
(Avacopan) in Patients with ANCA-Associated Vasculitis
(ADVOCATE) mpoAeMOHCTPHPOBAAO, ITO IIEPOPAAD-
HBI aHTaroHNCT penenrropa C5a aBakoImaH MOKET OBITh
3 PeKTHBHON AABPTEPHATUBOH I'AIOKOKOPTUKOHAAM
B Acuenuu AAB, a Takke 0OAaAAET TTOTEHITUAABHOM
BO3MOJKHOCTBIO YAYUIIATH IIOYCUHEIC UCXOABI [34].
B atom PKM apaxoran nasaauasn B Ao3e 30 Mr ABa pasa
B CYTKH. V13 rccAeAOBaHIA OBIAM HCKATOYCHEI IIAIIICHTEL
¢ HanOOAEE TAKEABIM ITOPAKEHIEM OPraHOB-MUIIICHEH,
B vactHoctu ¢ pCK® <15 ma/mun/1,73 M? u aabBeo-
ASPHBIM KPOBOTECICHHEM, TPEOYIOIIUM HCKYCCTBCHHOM
serTuasnum. K 26 Heaeae pemuccust OBIAQ AOCTHIHYTA
y 72,3% 1manumenTos, moAy4asImx asakorras, u 'y 70,1%,
IIOAYYABIIUX IIPEAHU30AOH, YTO IOATBEPAHAO THIIO-
Tesy o HeycTymarornei adpdexruproctu (noninferiority)
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nperapata. Post hoc anaAms pesyAbTaTOB HCCACAOBAHFA
ADVOCATE mokazaa, 910 A€4eHne aBaKOITAHOM IIPH-
BOAHAO K DOAeE PAHHEMY CHIKCHHIO aABOYMUHYPUI
1 DOAee BBIPAKCHHOMY YAVUILICHHIO (DYHKIINN IIOYCK
10 CPaBHEHUIO C IIPEAHH30AOHOM, B OCOOCHHOCTH
y manmenTtos ¢ pCK® <20 ma/mun/1,73 m? [35].

Kauecmeo dokasamenscme. OOr11ice KauecTBO AOKa-
3aTeABHON 0a3bl orleHeHo Kak cpeanee. B PKM, B ko-
TOPBIX CPABHUBAAM pUTYyKCHMaO U ImkaodocdaMua,
OBIAI IIPEACTABACHBI BA/KHBIC ICXOABI, TAKHE KaK PEMIIC-
cuA 1 000CTPEHNA; AOCTOBEPHOCTD 3THX AAHHBIX OBIAQ
pACIIEHEHA KAaK CPEAHSAA BBHAY CYIIIECCTBEHHOM HETOY-
uoctu (Aomoanureapnas TaOanma S4 [19-22]). B otux
HCCACAOBAHUAX OL[CHUBAAM KPHUTUYCCKH 3HAYHMBII
HCXOA — CMEPTh OT BCEX ITPUYNH, OAHAKO HI B OAHOM
UX ABYX HCCACAOBAHHI He OBIAM ITPEACTABACHBI AQH-
HBIE O YACTOTE Pa3BUTHA IIOYCIHON HEAOCTATOUHOCTH.
Toabko B mccaeaoBannun RAVE Obian sacaemaensr
KAK YYACTHUKH, TAK U HCCACAOBATEAH, B CBA3H C UeM
C TOYKH 3peHns paboUeil IPYIITBI OHO ABAACTCA HAU-
AYYIIIAM U3 AOCTYIIHBIX HCTOYHHKOB AOKA3aTEABHOI
6aspr. KauectBo AokasareAbctB a(peKTUBHOCTH B OT-
HOIICHUH AOCTIKCHIA PEMUCCHH depe3 O MecsIes,
YaCTOTH OOOCTPEHUN H TAKEABIX HEKEAATCABHBIX
ABAGHUAX PaCIIEHEHA Kak CpeAHAd. B mocaeayrormeit
IyOAHKAIIIE OBIAT IIPEACTABACHBI AAHHBIC O AOCTHIKE-
HHUH PEMUCCHH B ITOAIPYIIIIAX C PASAUYHBIME THIIAMHI
AHIIA, ka4ecTBO AOKA32TEABCTB COYAN HI3KUM BBUAY
HETOYHOCTH (OBIAO IIPOBEACHO TOABKO OAHO HCCAECAO-
Banre). B mccaepoBanum He OBIAO 3aPErHCTPUPOBAHO
PA3AHMYHIT ITO YACTOTE IHOYEIHBIX HCXOAOB, 4 ITAIINECHTHI
¢ CKp >4 mr/aa (>354 MKMOAB/ A) OBIAM HCKAFOUCHEL.
Kpowme Toro, neproa HaOAIOAEHUA OBIA HEIIPOAOAKH-
TEABHBIM H COCTaBHA 18 MecAries.

MccaeaoBanus, B KOTOPBIX CPABHHBAAU IIPOAOA-
JKUTEABHOE AedeHne IUKAO(DOCHAMIAOM IIEPOPAABHO
¥ B/B, OBIAN OTKPBITBIME (VIACTHHKH U HCCACAOBATEAH
He OBIAM 3acAenAeHbl; AormoAanuTeAbHas Ta0Anma S9
[22, 36-38]). B mieAOM Ka4ecTBO AOKA3aTEABCTB AASL TAKHX
3HAYHMBIX PE3YABTATOB KaK YaCTOTA AOCTHKCHHSA pe-
MUCCHI U Pa3BUTUA ACHKOIIEHUH OBIAO OIICHEHO KaK
CpeAHEE BBHAY OTPAHMYCHHIT HCCAeAOBaHMA. Apyrue
HCXOABI XAPAKTCPU30BAACH HH3KHM KAa4eCTBOM AOKa-
3aTEABCTB BCACACTBHE BBIPAKCHHON HETOYHOCTH, CBS-
3aHHOII C OYEHb HU3KIM YHCAOM 3aPErNCTPHPOBAHHBIX
COOBITHI, B 9aCTHOCTH ODOCTPEHUI U CMEPTH OT BCEX
npuyud. [To maenuro Paboueit ['pyrmmsr mccaeaosa-
nre CYCLOPS sBAsieTcst Aydminm B 5TOH 00AacTH,
B T.9. M13-32 HA3HAYCHHA A3aTHOIIPHUHA B OOCHX IPYIIIIAX,
B CBA3H C YEM €TO OIICHHBAAU OTACABHO OT OCTAABHBIX
nccaepoBannii (Aomoarnreapnasn Tabanma S6 [22, 24]).
KadgecTBO AOKA32TEABCTB AASl BCEX KAFOYEBBIX HCXOAOB
OBIAA HE3KOI, BBUAY HETOYHOCTH, OOYCAOBACHHON Ha-
AMYHEM AHIITb OAHOTO HCCACAOBAHIIA.

B PKM, B kotopeix cpasanasrr MM® u rikaodoc-
pamuA, OBIAO 3aPETHCTPUPOBAHO AHUIIL HEOOABIIIOE
KOAHMYECTBO KPUTHYIECKHX M BAKHBIX HCXOAOB, TAKHX
KAaK CMEPTh OT BCEX IIPHYNH, IIOYCIHAA HEAOCTATOY-
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HOCTb, 3AOKAYECTBCHHBIC HOBOOOPA30BAHNUA 1 CEPbE3-
HBIE HE/KEAATEABHBIE IBACHUA, B CBA3H C YEM KaICCTBO
AOKA3ATEABCTB OLICHECHO KaK HU3KOE (AOIIOAHUTEABHAS
TabAmia S7 [25-28]). OAHAKO B OTHOIIICHHUH KOHEYHBIX
TOYCK, CBA3AHHBIX C I/IH(i)CKL[I/IOHHBIMI/I OCAOXHEHHN-
AMH U OOOCTPEHHAMH, KA4ECTBO AOKA3ATEABCTB OBIAO
CPCAHHM BBHAY OTPAHHYCHHUI MCCACAOBAHMIA, B IACT-
HOCTH OTCYTCTBHS YCTKOIO VKA3AHUS HA 3ACACIIACHIC
[IEPCOHAAR, OI[CHUBABIIIEIO UCXOABL B mccAeAOBaHmAX
MYCYC [27] u Tuin et al. [28] mepBrdHyr0 KOHEIHYIO
TOYKY AOCTIKEHHUS PEMICCUH Ha CPOKE (O MECALIEB OIle-
HUBAAQ HE3aBUCHMAfA 3ACACIIACHHAA IPYIIIA, OAHAKO
B OTHOLICHHUU APYTHX PabOT OCTAIOTCA COMHEHUSA Ka-
CATEABHO 3ACACIIACHHSA, B CBA3U C YEM KA4ECTBO AOKa-
3aTEABCTB AAAl 9TOTO NCXOAA PACIIEHEHO KAaK CPEAHEE.

O0a PKI, B KOTOPHIX CPABHUBAAU CTAHAAPTHYIO
U YMEHBIIICHHYIO AO3y TAFOKOKOPTHKOHAOB, OBIAH OT-
KpeITeIMA. ToABKO B oaHOM u3 HuX (LoVAS) msywasn
YMEHBIIICHHYIO HAYaABHYIO AO3Y I'AIOKOKOPTHKOHAOB.
B apyrom PKUM (PEXIVAS) HauaAbHas A032 TAFOKOKOP-
THKOUAOB OBIAA HACHTUYHON B OOCHX IPYIIIAX, OAHAKO
B OAHOI M3 HHX AO3Y IIpeliapara CHIKAAU OBICTpEeE.
KadecTBO AOKA3aTEABCTB, KACATOIIUXCA AOCTIDKCHIIS
CTOMKOI peMuccuu, OBIAO PACIIEHEHO KaK CPEAHEE,
a AAl APYIUX KOHEYHBIX TOYEK, BKAFOUAS HEKEAATEAD-
HbIE ABACHIS U TAKEABIC HH(DEKIIHOHHBIE OCAOKHEHIH,
KAK HU3KOE, B IIEPBYIO OUEPEAD H3-32 HETOUHBIX OIle-
HOK pasmepa adpdexra (Aormoannrespnas rabamma S10
(32, 33)).

[Tpumenenne aBakonana npu AAB usygasn B AByx
naanedOo-kouTpoaupyemerx PKI. Oamo us mHux
(ADVOCATE) He mMeEAO CEPBE3HBIX METOAOAOTH-
YECKHIX HEAOUYETOB, OAHAKO B ApyroM — Kaunngeckasn
6e3omacHOCTD # 3(P(PEKTUBHOCTD HHIIOUTOPOB pe-
rerrropa C5a npu AHIIA-accormmposannom Backy-
anre/Clinical ANCA Vasculitis Safety and Efficacy Study
of Inhibitor of C5aR (CLASSIC), Obianr OTMEUEHEI BBI-
COKHE TEMITBI AOCPOYHOIO BEIOBIBAHHSA ITAIINEHTOB U H3-
MEHEHA 2 priori mepBruYHas KoHedHasA Touka. KadectBo
AOKA32TEABCTB B OTHOINEHHH AOCTH/KEHNA CTOHKOMN
PEMUCCHU U TSKCABIX HEKEAATCABHBIX ABACHHAX OBIAO
CPEAHHM, 2 AAHHBIE 00 HH(EKIIMOHHBIX OCAOKHEHIAX
U IIPEKPAIIEHIHN TEPAIINN BCACACTBUE HEKEAATEABHBIX
aBAeHUH — HuskuM (AormoanuteapHas Tabawmma S11
[34, 39]). B mccaeaoBarmu CLASSIC msygaan ABe A0-
3UPOBKU IIPEapara, OAHAKO 3TO OBIAO HCCACAOBAHHE
2 dasel ¢ HEDOABIIINM YHCAOM PAHAOMH3HPOBAHHBIX
ITAIICHTOB, BCACACTBHC UETO KAUCCTBO AOKA3ATCABCTB
B OTHOILICHUN PA3AHYHBIX AO3 IIPEIapaTa OBIAO OYCHb
auskuM (Aomroarureastas Tabamma S12 [39]). M3 wc-
cacaoBarnst ADVOCATE Obran HCKATOYCHEI ITATTHEHTEL
¢ pCK® <15 ma/mun/1,73 M2,

LienHocmu u npednoymenus. Pabouas I'pyrma mpu-
AAET OTHOCHUTECABHO BBICOKOE 3HAYCHIE AOCTILKCHUIO
pemuccrn 3a00AEBAHNA, ABAABIIIEMYCSH IIEPBUYHOI KO-
HEYHOH TOYKOH B OOABIIHHCTBE HCCACAOBAHHE. OA-
HAKO IIPOAOAKHUTEABHAS IMMYHOCYIIPECCUBHAS TEPAITHA
AOAKHA OBITH ACCOIIMUPOBAHA C MUHIMAABHBIM YHCAOM

HEKEAATEABHBIX ABACHHN. B IMOArpyImax marmenTos,
AAfl KOTOPBIX BaAKHO COXpaHeHHEe (PEepPTHABHOCTH,
a TaKKe y IAaIMEHTOB C PEIUAUBAMH 3a00ACBAHIA
HA3HAYCHIE PUTYKCHMAOa MOKET OBITh DOAEE IIPEAITO-
YTUTCABHBIM.

Mcxoasr 3a00AeBaHMA IPU IIPUMEHEHHN ITHKAO-
docdhamuaa BHYTPUBEHHO U IEPOPAABHO CXOAHBL
OAHAKO KYMyAATHBHAA AO3a IIPH HPHUMEHEHHN
npernapara /B Hike. COrAACHO PE3YABTATAM HCCACAO-
Bauma CYCLOPS puck obocTpenns MOKeT ObITh BBIIITE
¥ IALMEHTOB, IOAYYABIINX HUKAO(DOCEhaMUA B/B.

[TarenTe HETAaTHBHO OTHOCATCH K AC€YECHUIO TATO-
KOKOPTHKOHAAMH, U IIPHMEHEHHE STUX IIPEHAPATOB
ABAACTCA OAHON M3 BEAYIIHX IPUYUH Pa3sBUTHA He-
KEAATEABHBIX ABACHMIL VlcrmoAb3oBarme prurykcnmaba
nAn KoMOuHanuu putykcumada ¢ mukaodocdamuaom
MOZKET CHU3HTD ITOTPEOHOCTD B TAFOKOKOPTHKOMAAX, YTO
0CODEHHO IIPEATIOYTHTEABHO Y IAIIIEHTOB C BEICOKHM
PHCKOM PasBHTHA I'AIOKOKOPTUKOHAHOH TOKCHYHOCTH
[20, 40]. Maruburop pererrropa C5a aBakomas ABAACTCA
IOTEHITHAABHON AABTEPHATHBOM IAIOKOKOPTHKOUAAM,
K TOMY 7K€ OBIAO IIOKA3aHO, YTO IIPEIapaT He TOABKO
1103BOAAIET 3O (HEKTHBHO KOHTPOAHPOBATH IIPOSBACHHA
3aboAeBanms y manuerToB ¢ AAB, Ho 1, 110 cpaBHenIIO
C IIPEAHH30A0HOM, YAVYIIIAET KA9eCTBO KU3HU [34].

Ucnone3osanue pecypcos u sampamel. Purykcumab
cam 110 cebe Aopozke nukAodocdamMmuaa, OAHAKO, ECAR
IIPHHATH B PACIET BTOPHIHBIC PACXOABI HA ACUCHIE IIH-
krodocdamuaoM (MHQY3HE 1 MOHHTOPHUHT), 4 TAKKE
OoAce HU3KYIO IIEHY OMOAHAAOTOB PHTYKCHMA0a, 00IIas
CTOMMOCTD A€YEHHA MOKeT OBITh conocrasuma. [Ipo-
CTOTA BBEACHHUA M MOHHUTOPHHIA, CTEPOUA-COEPEraro-
it apdexr, a TakiKe ODoAee HU3KAA IO CPABHEHHIO
¢ nuKAO(OCHAMUAOM PAHHAA TOKCHIHOCTD PHTYKCH-
Ma0a ABAAFOTCA AOTTOAHUTEABHBIMU (PAKTOPAMI, OIIpe-
ACASIFOIITIME CTOUMOCTD ACYCHHUA M HCIOAB30BAHIE
APYIHX PECYPCOB.

B/B BBeAeHue nmKkAOdOChaMIAL COLIPSHKEHO C Ha-
KOITACHHEM MEHBINEH KYMyASTHBHON AO3BI ITperapaTa
II0 CPAaBHEHHMIO C ITEPOPAABHBIM IpreMoM. OAHAKO
repopaAbHBIe (DOPMBI ITperapaTa AereBae. [Ipu mpu-
MEHCHUH KaK B/B, TaK ¥ LIEPOPAABHBIX POPM IIHKAO-
docdammaa HEOOXOANMO YacTOE PEryAapHOE 0OCAE-
AOBAHIE AAfl MOHUTOPUHIA TOKCHYECKHX 3P eKTOB
TEPAITHH, B YaCTHOCTH ACHKOIICHH.

CyImecTBeHHBIMI IIPEIATCTBUAME AASl OOAEE IITH-
POKOTO IIPUMEHEHHA ABAKOIIAHA ABAAIOTCA €I0 BHICOKAS
CTOMMOCTB, OIPAHHYCHHAA AOCTYITHOCTD M OTCYTCTBHE
AQHHBIX O AOATOCPOYHOI OE30IIACHOCTH.

CoobpaxeHus, kacarowuecs sHedpeHus. Beroop cxembr
ACUCHHA 3aBUCHT OT COIYTCTBYIOIIUX 3a00ACBAHIIT,
BO3PACTA H IIPEATIOYTEHHUI TAIIMEHTA, 4 TAKAKE AOCTYII-
HOCTH TIPEIAPATOB M UX CTOMMOCTHL.

O60cHOBaHue

[Tuxaodocdamma B cOYETAHNN € TAFOKOKOPTHKO-
HIAAMI IIPHMEHAAN AASl HHAYKITHOHHOMN Teparun AAB
B MuorouncaeHaerx PKU. B aByx PKM 0s1a0 mpoae-
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MOHCTPUPOBAHO, ITO 3(PEKTUBHOCTh PUTYKCHMAOA
u uKkAoocaMuAd AA HHAYKIIIN PEMUCCHH COIIO-
crasuma 19, 20]. Hacrora obocTpenuii B TedeHne Iep-
BBIX 1-6 MecsAIIeB AeUeHHA PUTYKCUMAOOM U IITKAO(OC-
pammAOM, 110 BCeil BUAIMOCTH, HE PA3AHYACTCA HAH
pasAnYACTCs OYEHD HE3HAYUTEABHO (OTHOCHTEABHBIN
puck [OP]: 0,63; 95% AM: 0,35-1,14). Yacrora Tsaxe-
ABIX HEKECAATCABHBIX SBACHHIM, BKAFOYAS MH(DCKIIH,
IIpH IPUMEHEHUH PUTYKCHMaba 1 nukaodocdamuaa
corrocraBuma. OAHAKO AOATOCPOYHBINA PUCK Pa3BHTHA
KOMOPOUAHBIX COCTOAHHI, TAKUX KAK 3AOKAYCCTBCH-
HBIE HOBOOOPA30BAHHSA, PEAKTUBAIHA HH(MEKIINIL, BbI-
3BAHHBIX BUPycOM rematuta B u Bupycom remarura C,
1 BTOPUYHBIH NMMYHOAC(HIIUT, IIPU IIPUMEHEHHUH PH-
TyKCHMaba 1 uKAOPocaMuAa PASAHIACTCS H MOKET
IIOBAMATD HA BEIOOP nperapata [41, 42].

B nccaeposarrm RAVE y manmenTos ¢ oboctpenn-
AMI 3200ACBAHUA YAIIIE YAABAAOCh AOOHTBCA PEMUCCHH
Ha cpokax 6 1 12 MecAIes B IPyIITe ACYCHUA PUTYKCH-
MabOM I10 CPABHEHHIO C IPYIIIION ACYCHHA IINKAODOC-
damuaom u asatnonpunom [23, 43]. AHAAN3 AAHHBIX
o AHIIA-cratycy mokasaa, uto y maruenTos ¢ [1P3-
AHIIA cratncraydeckn 3HAYHMMO YaIlle YAABAAOCh AO-
OUTBCA peMHCCHH K 6 MECALIAM B IPYIIIIE ACICHISA PUTYK-
cMaOOM, YeM B IPYIIIE AedeHHA IUKAOOCchHaMIAOM
U a32THOLPHHOM [23].

[Ipu mHTEpIpETanNN PE3YABTATOB HCCACAOBAHISA
RAVE HE00XOAHMMO IIPHHATD BO BHUMAHHE, YTO IAIIH-
EHTHI C TKeABIM HopaxenueM modex (CKp >4 MT/AA
[>354 mMrmoAB/ A]) Obian nekarouensr. Heaasree perpo-
CIIEKTHBHOE OAHOIIEHTPOBOE FICCACAOBAHIE IIOKA3AA0,
YTO YaCTOTA AOCTEUKEHUSA PEMUCCHH K O MECAIIAM AeUe-
HUA IIPU UCIIOAB30OBAHIH PHTYKCHMaOa 1 IKAodocda-
MuAa OprAa corocraBuma [44]. OAHAKO IPOCIIEKTUBHBIC
AaHHBIE 00 9(PPEKTUBHOCTH HHAYKIIHOHHOMH TepAIInn
PHTYKCUMAOOM Y HALIMEHTOB C THKEABIM HOPAKECHIEM
ITOYEK OTCYTCTBYIOT. B mccaepoBanme Purykcnmad
nan nukrodocdamua npu AHIIA-acconnnposan-
HbIx BackyAuTax/Rituximab versus Cyclophosphamide
in ANCA-Associated Vasculitis (RITUXVAS), Harrporus,
OBIAM BKAFOUCHBI TAKHE ITALIMCHTHL, 1 OBIAO IIOKA3AHO,
YTO PUTYKCHMAO B KOMOMHAIIUH C AByMA HHY3HAMU
uKAO(POChaAMIAA 1 TAFOKOKOPTHKOHAAME OBIA COITO-
cTaBUM € IIIKAO(OCHAMUAOM 10 GACTOTE AOCTUKEHUA
PEMICCHH ¥ KOAUYECTBY HEKEAATCABHBIX ABACHIH [19].

B uersipex PKV cpaBHUBaAM HHAYKITHOHHYIO Tepa-
0 HIKAO(OCaMUAOM B/B 1 1IEpOparbHO [22, 24,
36-38]. B/B BBeAcHME U TIEPOPAABHBIN IIPHEM LIUKAO-
docdamuaa OBIAE COIIOCTABUMEL IIO YaCTOTE AOCTH-
KEHHUsA PEMHCCUH, OAHAKO ACHKOIICHHUA PEKE Pa3BUBA-
Aach ipu B/B BBeacHnu. B uccaeposannn CYCLOPS
B Ipymie AcdeHus HUKAO(ocdaMuAOM B/B Oblaa 3a-
perucrpupoBana 6OAee BBICOKAA 4aCTOTa 00OCTPEHMIT
[24]. DTOT bakT OTpaKAET ABYXKPATHOE YMCHBIIICHIC
KYMYASTUBHOI AO3BI INKAOGOChaMUAA IIPH B/B BBe-
ACHIH IIPEIapara; KOPOTKHAE KYPCHl ACYCHUSA IIUKAO-
docdamMuAOM ITepOpPasbHO TaKIKE COLPAKEHBI C DoAee
BBICOKIM PHUCKOM OOOCTPEHUIL.
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B meckoapkux nccaeAoBaHUAX cpaBHUBAAU 3 DeEK-
tuBHOCTE MM® 1 MeToTpekcara ¢ rmkaodocamMuaom
y HAIMEHTOB C HETHKEABIM TCUYCHHEM 3200ACBAHUSL.
3HAYNMBIX PasAUYHE B pesyabTaTax AedeHus MM
1 1IIKAO(OCHAMIAOM OOHAPYKEHO HE OBIAO, OAHAKO
OBIAQ OTMEYCHA TEHACHIIHSA K OOABIIEH 3 herTHBHOCTH
U MEHBIIIEH YacTOTE PA3BUTUA OOOCTPEHHI IIPH ITPH-
mereHnHn rmkAodocdamnaa [22, 25-28]. Aeuenue me-
TOTPEKCATOM OBIAO ACCOIIMUPOBAHO C OOABIIIEH YACTO-
TOI 060CTPEHNIT IO CPABHEHHIO € ITMKAOGOCHAMIAOM
(OP: 1,50; 95% AI: 1,03-2,17) [22, 29, 30, 45]. BAusane
Ha APYTHE KPHTHYECKUE U BAKHBIC HCXOABI HEACHO, I10-
CKOABKY O HHX AHOO HE COODIIAAOCh, AHOO OHH pa3-
BHBAANCH HEYACTO.

" AFOKOKOPTHKOHABI ABAAFOTCA KOMIIOHCHTOM HH-
AYKIHOHHOI Tepamuu. B mccaeaosarmun PEXIVAS
BCE ITAIIMEHTHI IIOAYIAAN IIPEAHH3OAOH HAU IIPEAHHU-
30H IIEPOPAABHO B A03€ 1 Mr/Kr/cyT B TedeHue mep-
BOUW HEACAH, IIOCAE YETO AO3Y CHIZKAAU IIO YCKOPEH-
HOH HAH CTAHAAPTHOH cxeMme. B pesyapTare pasHmma
B KYMYASITHBHOI AO3€ TAFOKOKOPTHKOUAOB 32 IIEPBBIC
6 mecareB AeueHus cocTasuAa mpumepro 50%. Cxema
C YCKOPEHHBIM CHITKCHIEM AO3BI HE YCTYIIAAQ TPAAULIH-
OHHOII 110 3 HEKTHBHOCTH, IIPU 3TOM IIPEBOCXOAUAL
ee 110 OE30ITaCHOCTH, II03TOMY €€ IIpUMEeHeHne DoAce
npeAnodTuTeApHO [32; 46]. Bee manmenTsl B mecae-
asoaunu PEXIVAS B Hauase AeueHmA TOAyIaAd Me-
TUA-IIPEAHU30AOH B/B B A03¢ 1-3 I; OIrTHManbHas A032
Iperiapara B HacTosIee Bpems He orpeaeaeHa. Caeayer
OTMETHTD, YTO DOABIITHHCTBO HAIIHEHTOB B HCCACAOBA-
uuu PEXIVAS nmoayuaan nukaodocdamua.

ABaKOIIaH ABAACTCHA AABTEPHATHBON IAFOKOKOPTH-
KOHAQM AAAl HHAYKIIUH PEMUCCHH IIPH HCITOAB30BAHIH
B KOMOMHAINN C pUTYKCHMAOOM HAX ITuKAODOCha-
MuAoM. OAHAKO €ro IpUMEHEHHE OrpaHuYeHO u-
HAHCOBBIME COOOPAKCHUAME B OTCYTCTBUEM AQHHBIX
AOATOCPOYHOTO HaOAIOAeHHA. HanboAbIIyIO 110AB3Y
OT HA3HAYCHHA IIPEIIAPATa MOTYT IIOAYYIHTH ITAIH-
CHTEBI C IOBBIIIICHHBIM PUCKOM PA3BUTHSA TOKCHYHOCTH
TAFOKOKOPTHKOHAOB, B TOM YHCAE C BBICOKHM PHUCKOM
MH(MEKIIHOHHBIX OCAOKHEHHN, IIPEACYIIECTBYFOIIIM
CaXapHBIM AHAOETOM, IICHXUYIECKUMH 3a00ACBAHUAMI
u ocreorropozoM. Ipemapar Takike MOKET OBITH IIPEA-
HOYTHTEABHBIM Y ITAIIHCHTOB CO CHIDKCHHEM (DYHK-
mun ovek (pCKD <20 ma/mun/ 1,73 M?), TOCKOABKY
A€YEHHUE ABAKOIIAHOM Y TAKHX IALMEHTOB OBIAO CO-
IPAKEHO C DOACE 3HAYNMBIM BOCCTAHOBACHHEM IIO-
geunoi dyuknnn [35]. Aosa mukaodocdammaa
AOAKHA OBITb CHIZKCHA IIPU HAPYINECHHH (DYHKINN
IIOYEK W y AHII CTAPIIErO BO3PACTA, IIOCKOABKY PHCK
NHQEKIHOHHBIX OCAOKHEHUH y TAKUX MAIMCHTOB
BBIIIIC.

[Tpuem tpumeronpuma-cyasdamerokcazoaa (TMIT-
CMK) mAu ero aHaAOroB B HU3KOH AO3€ PEKOMEHAO-
BAH AAfl IIPODHAAKTHKY ITHEBMOIINCTHOM ITHEBMOHUHI
Ha BCE BPeMsA ACUCHHA THKAO(DOCGAMIAOM U B TCICHHE
6 MECAIIEB ITOCAE HHAYKIIHOHHOM TEPAIIHN PHTYKCUMA-
6om. Boaee mpoAoAKHITEABHDIN KypC ITPODUAAKTIKI
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CAGAYET PACCMOTPETD Y HAIIHEHTOB, ITOAYYAOIIHX I10-
BTOpHBIE NH(MY3UH PUTYKCHMA0a, TP HAAMYUH Opra-
HITYCCKHX 3a00ACBAHMI ACTKHX, 4 TAK/KE IIPH HEOOXOAH-
MOCTH ITPOAAECHHOTO AEUECHHA NMMYHOCYIIPECCAHTAMH
HAHU TAFOKOKOPTHKOHAAMH.

B perpocrexruBHOM HCCACAOBAHIT YPOBEHD HMMY-
norrooyanua G (IgG) Ao BBeaeHHA puTyKcHMaba Kop-
PEAMPOBAA C BBIPAKEHHOCTBIO THIIOTAMMATAOOYAHE-
mun rocAe uadysuu uperapara [47]. B casu ¢ atmM,
y HAIIMEHTOB, ITOAYYAIOIINX ACIECHHIE PUTYKCHMAOOM,
yposenb IgG caeayer ompeAeAiTh A0 HaUaAd ACUCHHA
1 3aTeM KakAble 6 MecarieB. Huskuit mcxoAHbIi ypoBeHs
IeG (<3 r/A) MOKeT OBITH IPEANKTOPOM IIOBBILIEHHOTO
pHCKa Pa3BHTHA BTOPHIHOIO UMMYHOAC(DHIINTA IIPH
AedeHuH puTykcumMabom [47].

ITpaxrmaeckmii coser 9.3.1.1: IlpakTudeckwmii aaro-
put™ AedeHusa AAB ¢ moparkeHueM I0UEK IIPEACTAB-
AeH Ha Pucynke 6.

IIpaxruueckuii coser 9.3.1.2: AaHHBIX, 000CHOBBI-
BAIOIIUX BO3MOKHOCTh IMPUMEHEHUA KOMOMHAIIIN
puTyKCMMa6a ¥ TAFOKOKOPTUKOUAOB AAfA A€YEHUA
MAIIEHTOB C BBIPAYKCHHBIM HAU GBICTpOIpOrpec-
CHPYIOIIUM CHHPKEHUEM CKOPOCTH KAy0OUKOBOI
duaprpammu (CK®) (xkpearnrus ceiBoporku [CKp]
>4 mr/aa [>354 mxmoab/A]), HepocTaTouno. B aroii
CUTyaIlI MOXKHO PACCMOTPETh HA3HAYECHHE ITUKAO-
docdamrsa B KOMOHHAITNY C TAFOKOKOPTUKOUAAMH
HMAHM puTyKcuMaba B KoMOuHaIuu ¢ nuxaodocda-
MUAOM.

AwnarHos AAB

OueHKa 3abosieBaHns

VIHAyKupms pemuccim

PI/ITyKCI/IMa6 + (FHIOKOKOpTI/IKOVI,ClbI CO CHUXXEHVEM [,03bl U aBaKOMaH)

Linknodochamma + (FOKOKOPTMKOUIBI CO CHIXKEHMEM A03bl UM aBaKOMaH)

(PrTykncmab + urknodochamug) + (FoKOKOPTUKOMAbI CO CHUKEHVEM [03bl)

PaccmotpuTe npoBegeHve ninasmoobeHa*

KoHTponb 3a6oneBaHus
«JlekapcTBeHHasA» pemmnccnsa

MopaepxuBalouian Tepannsa

}

Mpoponxntb
pUTYKCMab

l

OTMeHUTb
pUTYKCMMab

:

lMepenTn Ha azaTMonpuH
CHU3UTb [A03Y MIOKOKOPTUKOVAOB

:

CHU3UTbL fO3y
asatmonpuriHa

«be3mepnKameHTO3HaA» pemunccns

PucyHok 6 | Cxembl neuennsa AAB. * Cmotpute Mpaktnyeckuin Coset 9.3.1.9. AAB, AHLIA-accoummpoBaHHbin Backynut;, AHLA, aHTuTena

K yuTtonnasme HemTpodunos.
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* [leTn v NoApPOCTKM
 XKeHLHbI B Mpe-MeHomay3e 1 My>KUmHbl,
KenarwlLyye coxpaHnTb GepTUIIbHOCTb
e OcnabneHHble NOXWUble NAN
¢ HeobxoanmoCTb peanvsaumm ctepoug-coeperatouiero adpdekTa
 Peunguebl 3a6oneBaHus
¢ Hannuwue MP3-AHLA

¢ Putykncmab TpyaHOROCTYNEH
o Taxenbli MH (CbIBOPOTOUHbBIV KpeaTUHWH >4 Mr/an [354 mkmonb/n])*

PucyHok 7 | ®akTopbl, BNusiowwme Ha BbIGop mexay putykcumabom u uuknopochamuaom ana nHAyKumoHHon tepanuu AAB. * MoxHO
paccMoTpeTb KOMOMHaLMo puTyKcuMaba 1 aByx nHy3nin uknodpocpammpa. AAB, AHLIA-accoyumpoBaHHbii Backynut; AHLIA, aHTUTena K umto-
nnasme Hentpodwunos; M, rmomepynonedpur; NP3, npotenHasa-3; CKp, CbIBOPOTOUHbIV KPEATUHWIH.

e [aLMeHTbl yKe MosTyumBLUVIE YMEPEHHYIO KYMYTATUBHYIO JO3Y
 [layneHTbl C nenKkoneHuen

e MMauyeHTbl, KOTOPbIM BO3MOXXHO YCTaHOBUTb NHQY3UOHHbI KaTeTep

* [aumeHTbl, y KOTOPbIX BO3MOXHbI MPOGIEMbI C MPUBEPKEHHOCTBIO
K leYeHvio Mpu Npueme BHYTPb

O naLlI/IeHTbI, AJA KOTOPbIX CTOMMOCTb leYeHUA ABNIAETCA 3HaYMMbIM

dakTopom

* TMaLmeHTbl, KOTOPbIM 3aTPYAHNTENBHO 06eCneynTb NPOBEAEHE

NHOY3MiA

e [lauuneHTbl, 4NA KOTOPbIX CAMOCTOATENbHBIV MPYEM NpenapaTa

He ABnAeTcs Npobnemoit

PucyHok 8 | BbiGop cnoco6a BBeaeHus uuknodpocdpamuga npu AAB. AAB, AHLIA-accoumrpoBaHrHbiii BackynuT; AHLIA, aHTuTena K yutonnasme

HenTpodunos..

[Manumentsr ¢ CKp >4 mr/aa (>354 MrMoAb/ A)
He OBIAM BKAIOYCHBI B nccacaoBanne RAVE, moatomy
AaHHEIE 00 9P PEKTHBHOCTH UHAYKIIHOHHON TEPAIIHN
PHTYKCHMAOOM Y IAIIMEHTOB C TAKEABIM MOPAKECHIEM
II0YEK OTPAHNYEHBI, 4 ITTKAOGOCDAMIA OCTAETCH ITPEA-
IIOYTUTEABHBIM IIPEIIAPATOM AASL HHAYKIIMOHHOM Tepa-
IIUH TIPH TAKEAOM HOpakeHHH royek. [lpu Taxesom
OPAKCHUN ITOYEK KOMOMHAIIMIO YeThIpex HH(Y3Ui
puTykcuMaba C THTEPBAAOM B OAHY HEACAIO, ABYX HH(Y-
3ui IKAOocaMIAd U TAFOKOKOPTHKOHAOB MOZKHO
pacCMATpUBATD B KAYECTBE AABTCPHATHBEL B/B BBEAC-
HUIO IHKAOQOcdaMIAa Ha TPOTAKEHHN 3-0 MECAIIEB.
B nccaeaosamuu RITUXVAS ara cxema Aedenus Obaa
CXOAHA CO CTAHAAPTHOI Tepartueii ukAodocdamMuaom
110 YaCTOTE AOCTI/KECHIA PEMUCCHH U PA3BHTHIO HEKe-
AATEABHBIX fIBACHUI [19].

ITpaxruaecknii coser 9.3.1.3: paxTopel, BAUAIOIITIE
Ha BBIOOP MeXKAy purykcumabom u rukaodocda-
MUAOM AAA TIPOBEACHHA MHAYKIIMOHHOM TePaIInH,
npeacraBaeHbl Ha Pucynke 7.

ITpaxriyeckuii coser 9.3.1.4: @axropel, BAHAIOIIHE
Ha BbIGOpP criocoba BBeaeHH:A 1uKAodochamMuAa,
npeacraBaeHsl Ha Pucynke 8.

ITpaxruueckuii coser 9.3.1.5: paccmorpure Bo3mMok-
HOCTB MPEKPAIeHNA IMMYHOCYIIPECCUBHOM Tepa-
nuy Jepes3 3 MecsAna y IarueHToB, KOTOpbIe 0CTa-
FOTCA AMAAN3-3aBUCHMBIMHE, €CAH Y HUX OTCYTCTBYIOT
BHEIIOUCYHBIE IIPOABACHUA 3a00AeBaHIA.

ITpaxruaeckuii coser 9.3.1.6: pekoMeHAALIA 110 CHU-

JKE€HHIO AO3BI TAIOKOKOPTHKOHUAOB AAfA IIpHEMa
BHYTPb IpeACTaBAeHBI HA Pucynke 9.
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Brictpoe camxeHne mepopasbHOM AO3BI TAFOKOKOP-
THKOHAOB DOAEE ITPEAITOYTHTEABHO, YEM MEAACHHOE
CHIDKCHUE, IIOCKOABKY 9TH ABA IIOAXOAA IIPAKTUICCKU
HE OTAHYAIOTCA II0 YACTOTE AOCTIIKEHUSA YCTOHYIHBOM
pemuccHn.

[Tocae nuayxiuu muKA0POChaMEAOM AO32 IIPEA-
HH30AOHA AAA TIPHEMA BHYTPb AOAMKHA OBITH CHIZKEHA
A0 5 mr/cyT k 6 Mecsriam. [Tocae HBAYKIEI pHTYKCHMA-
OOM ITPEAHM30AOH MOKET OBIT OTMEHEH K O MECAIIAM.

1 50 60 75

2 25 30 40
3-4 20 25 30
5-6 15 20 25
7-8 12,5 15 20
9-10 10 12,5 15
11-12 7,5 10 12,5
13-14 6 7,5 10
15-16 5 5 7,5
17-18 5 5 75
19-20 5 5 5
21-22 5 5 5
23-52 5 5 5

B cooTBeTCTBMM CO COXMBLUENCA

>52 9 o
JIOKaJIbHOW NPaKTUKon

PucyHok 9 | Cxema cHMmKeHMA [O3bl npepHusonoHa npu AAB.
AHUA, aHTtMTena k uwmtonnasme Hentpoounos; PEXIVAS, Plasma
Exchange and Glucocorticoids for the Treatment of ANCA-Associated
Vasculitis / Mna3moobmeH 1 rnokokopTuKomabl Ana nedenns AHLIA-
accoLMMPOBaHHOIO BacKynTa.
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2 mr/Kr/cyT 15 mr/kr B Hegenn 0, 375 mMr/m2/Hep X Putykcumab 375 mr/m2/Hep 2000 mr/cyT 30 mr gBa pasa

3 mecAua, 2,4,7,10 1 13 (npwn 4 Hepenu X 4 Hepenun B coueTaHnmn B HECKOJIbKO B [leHb B KayecTBe
MaKC/MasnbHO HeobxoAMMOoCTU — mnn c yuknodochammaom 15 Mr/kr - Npuemos, anbTepHaTMBbI

6 mecALeB npu B Hegenn 16, 19, 21, 1rBHegennOn2 B/BBHegennOun2 C BO3MO>KHOCTbIO FNIOKOKOPTUKONAAM,
coxpaHatoLenca 24) mnn yBenmueHna B KOMOUHAL N

AKTUBHOCTU

Putykcumab 1 r B Hepenun
0 v 2 B coyeTaHumn
c yuknodocdammaom 500 mr

[0 3000 Mr/cyT mpn € UHAYKLMen
HeJJ0CTaTOYHOM puTYKCMabom nnu
oTBeTe Ha SledeHne  Luknopochammaom

Kaxkible Be Hefenm X 6

Koppekuvis fo3bl Koppekuyis fo3bl

o BO3pacTy no BO3pacTy
* 60 net - * 60 net -

1,5 mr/kr/cyT 12,5 mr/kr
e 70 net - e 70 net -

1,0 mr/kr/cyT 10 mr/kr
CHuantb Ha 0,5 Mr/  CHM3WTDb Ha 2,5 Mr/Kr
Kr/cyT npu CKO npu CKO

<30 ma/muH/1,73 M2 <30 mn/mnH/1,73 m2

PucyHok 10 | [losupoBaHne MMMYHOCYNpPecCUBHbIX npenapaTtoB AnA neyeHusa AAB. AAB, AHLIA-accoummnpoBaHHbi Backynut; AHLIA,
aHTuTena K yutonnasme Hentpodunos; CKD, ckopocTb Kyboukosol dunstpauuy; B/B, BHyTprMBeHHO; MM®, MukodeHonata modetun.

Ao3a peaHn3zoAoHa BHYTpb cocraBAsier 1 mr/kr/cyr
B TCYCHHUE IIEPBOH HEACAU ACYCHUSA, IIOCAE YErO Ha-
YHHAIOT €€ AaHOBOe cHmkeHue (Pucynok 9). Bayrpn-
BEHHBIC NH(Y3UH METUAIIPCAHH30AOHA B CYMMAaPHOMI
Ao3e 1-3 1 9acTo HA3HAYAOT ITAIMEHTAM C TAKEABIMU
HPOABACHHIAMHE 3a00AEBAHIA. Y 9TOTO IIOAXOAQ OTCYTCT-
ByeT AOKa3aTeAbHas 0232 1 OH, BECbMa BEPOSATHO, BHOCHT
BKAQA B PAa3BUTHE TAFOKOKOPTHKOUAHOM TOKCHYHOCTH.

ITpaxruueckuii coser 9.3.1.7: aBakonas Mo>keT OBITH
HCIIOAB30BAH B KAUECTBE AABTEPHATUBBI TAFOKOKOP-
TUKONAaM. ITanueHTsl ¢ MOBBIMIEHHBIM PHUCKOM
Pa3BUTIA TOKCHYHOCTH FAFOKOKOPTUKOUAOB C HAH-
GoAbIIEl BEPOATHOCTBIO IOAYYAT IIPEUMYIIECTBA
OT Ha3HAYCHHs ABAKOIIAHA. Y MAIMEHTOB C HU3KOMH
CK® moker ObITH AOCTHTHYTO 0OACE 3HAYMMOE BOC-
cranoBaenue CK®.

ITpaxruueckuii coBer 9.3.1.8: pexomMeHAyeMBIe AO3BI
MMMYHOCYIIPECCUBHBIX MPEIIAPATOB IIPEACTABAECHBI
Ha Pucynke 10.

ITpaxruueckuii coser 9.3.1.9: paccmoTpuTe mpose-
A€HHE MpoueAyp maasmoobmena nanuenram ¢ CKp
>34 mr/aa (>300 MKMOAB/A), TaLIEHTAM, Hy>KAQ-
FOIIMMCH B ACYCHUH AUAAU3OM, UAU IIPU OBICTPOM
HapacranueM yposua CKp, mau maruenram c aud-
(py3HBIM aABBEOAAPHBIM KPOBOTEUEHUEM U TUITOK-
ceMuei.

MccaepoBanme MeTHA-IPEAHH30AOH HAH
IIAA3MOOOMEH AAfl AEYEHHA ITOYEYHOIO BACKY-
Amra/Methylprednisolone Versus Plasma Exchange for
Renal Vasculitis (MEPEX) mokasaso yAydrneswue 1mo-
YEUHBIX HCXOAOB Y ITAIMEHTOB C TAKEABIM ITOPAKEHIEM
nouek (CKp >5,7 mr/aa [>500 MrmoAb/A]), KoTOpBIE
IMOAYYaAH AedeHune maasmoodMenamu [48]. Kpome

TOTO, B META-aHAAU3E OBIAO IIPOACMOHCTPUPOBAHO, YTO
AOOABACHHE K TEPAIIHH CEAHCOB IIAa3MOOOMEHA OBIAO
ACCOITMUPOBAHO C MEHBIIICH YACTOTOM PAa3BHTHSA ITO-
YEYHOH HEAOCTATOYHOCTH Ha CPoKax 3 u 6 MecAres
ITOCAC YCTAHOBACHUS AMATHO32 (AOIOAHNTEABHAS Ta-
Oamma S13 19, 22, 32, 48-54]). Oamako nccaeaOBaHue
PEXIVAS me cMOrAO AOKa3aTh, ITO ITAA3MOOOMEH BAU-
A€T Ha BPEMA AO PA3BUTHUA IOYEUHON HEAOCTATOIHOCTH
HAH AO A€TAABHOIO UCXOAA y HaruerToB ¢ AAB u CKO
<50 ma/mnu/1,73 M? HA aABBEOASIPHBIM KPOBOTEYE-
HEEM, MCAUAHA IIPOAOAKHTEABHOCTH AHHAMUIYECKOTO
HaOAIOACHHSA 34 KOTOPEIMU cocTaBuaa 2,9 aer [32].

Mera-aHAAN3 ITOATBEPAHA CHUKEHHE PUCKA Pas-
BHTHSA [TOYCYHOMN HEAOCTATOYHOCTH K 12 Mecsiam mpu
HCIIOAB30BAHHH ITAA3MOOOMEHA, HO TAKKE IIOKA3aA
U CONYTCTBYIOIIEE ITOBBIIICHIE PHCKA HH(EKINOH-
HBEIX OCAOKHeHHH [55]. CHIDKEHHE OTHOCHTEABHOTO
PHCKa Pa3sBUTHA IIOYEIHON HEAOCTATOYHOCTH K 12 Me-
cAam OBIAO COIIOCTABHMO B IIOATPYIIIIAX IIAIIHECHTOB
¢ CKp <5,7 mr/aa (500 mxmoas/A) u CKp 25,7 mr/an
(500 MKMOAB/A) MAM HYKAQBIINXCSA B ACICHHN AHMA-
AHM30M Ha MOMEHT HadaAa AcdeHus. CHukenue adco-
AFOTHOTO PHCKA Pa3BUTHSA IIOUETHON HEAOCTATOUHOCTH
k 12 mecamam cocrasuao 4,6% (95% AM: 1,2%-
0,8%) y marmenTo ¢ CKp B Amamasone ot 3,4 ML/ AA
(300 mxmoAB/A) A0 5,7 mr/aa (500 mmoab/A), 1 16%
y marmentos ¢ CKp 6oaee 5,7 mr/aa (500 MkMOAB/ A)
[55]. TToaromy mpoBeAeHME TIPOLIEAYP [TAA3MOOOMEHA
caeayer pacemorpers y mamuentos ¢ CKp ceimre
3,4 mr/aa (300 MKMOAB/ A), MAM TIPH Pa3BUTUH aAbBe-
OAAPHOTO KPOBOTCUCHUSA M THIIOKCEMHM, § KOTOPBIX
BBICOK PHCK ACTAABHOTO HCXOAA.

ITpaxruueckuii coser 9.3.1.10: Aeuenne manueHTOB

c nepexpecrom AHITA-acconmnmupoBaHHOro BacKy-
AWTA ¥ BACKYAUTA, ACCOIIMMPOBAHHOIO C AHTUTEAAMM

Hedponorua u guanus - T. 26, N2 4 2024 425



Knumnyeckue npaktudeckue pexomeraaupm KDIGO 2024 no BeaeHnio BACKYHTA, GCCOLMMPOBAHHOTO C GHTATENAMA K LtTonnasme Heitpodunos (AHLIA)

Cemb npouenyp
3a MaKCUMasIbHbI Mepuog,
14 pHell, 06beM 3amellieHns

60 m/Kr anbbyMnHOM nnasmonm

EXXe[JHEBHO [0 MpeKpaLleHus
KPOBOTEUEHNS, 3aMEHNTb
anbOyMIH CBEXE3aMOPOXKEHHOW  He NepecTaHyT onpeaensaTbca

E>XegHeBHO B TeueHue ABYX
Henenb, Noka aHTU-N’bM aHTuTena

PucyHok 11 | [lo3bl n yacTtoTa niasmoo6meHoB ana nevenua AAB. Eciu y nauveHTa vMeeTca pycK KPOBOTEUEHMA, 3aMelleHne creayet
npoBOAUTbL CBeXKe3amopoxKeHHol nnasmont. AAB, AHLIA-accoummpoBaHHbii Backynut; AHLIA, aHTiTena K uutonnasme Hentpodunos; NBM,

rnomepynsapHas 6asanbHas membpaHa.

K rAOMepyAsapHoi 6a3asbHOM MemOpane (I'BM) cae-
AYET AOIIOAHHTH IIPOLIEAYPAMH IIA23MOOGMeHA.

B oamornenrposom mccaepoBanun 5% AHITA-
IIO3UTUBHEIX IIAI[UCHTOB OBIAL OOHAPY/KEHBI TAKIKE
u agTuresaa kK 'BM, a y 32% anru-I'bBM-nosurusasx
mannenToB BeriBAAncs AHIIA [56]. Takum oOpasom,
ABoitHas ceporosntuBaocTh 10 AHIIA # arru-I'BM
aHTHTEeAaM BeTpedaerca yacto. Kaumnngeckoe tevenne
3200A€BAHUA § TAKUX IIAIIUCHTOB OOABIIIC HAIIOMUHACT
antu-1' BM 6oaesnb, uem AAB, ¥to 060cHOBEIBaET IIpO-
BeacHme maasmooomena (Pucyrok 11). Oamaxo B ot-
Amdne ot kaaccmdeckoil antu-I'BM Goaesnn y atux
IAINEHTOB MOTYT Pa3BHBATHCA ODOCTPEHUA, U OHH
AOAYKHBI IIOAYIATH ITOAACP/KIBAIOIIYIO TEPAIILIO.

9.3.2 NoppepxunBaloliasn Tepanus

PekomeHpauua 9.3.2.1: nocne nHAyKumMn pemmccnm
Mbl peKOMeHAYeM NPOoBOAUTb NOAAEPKUBAIOLLYIO
Tepanuio pUTYKCMMabom nnm KombuHauuei asatu-
onpurHa 1 MIKOKOPTUKONAO0B B HU3Kon gose (1C).

Dma pexomerdayus npudaen bovuiee sHauerue npopuiax-
muKe pezﬂtdueae U ChasHumenso Merviee taderie passu-
U0 HENCCNAMENBHBIX ABACHUL, COASANNBIX ¢ UMMYHOCYHPEC-
CUBHBIMU Npenapamami.

KnioueBasa nupopmauusa

bananc none3el u epeda. Ao HACTOAIIEIO BpeMeHI
OOABIIIMHCTBO MCCACAOBAHUIN, B KOTOPBIX H3YYaAH
2 DEKTUBHOCTD ITOAACPKUBAIOIIECH TEPAIINH, IIPO-
BOAHMAHCH IIOCA€ MHAVKIIHH PEMUCCHH C ITOMOIIBIO
nuKA0gochaMIAL B TAFOKOPTUKOHUAOB. CXEMBI ITOA-
AEP/KHBAFOIIICH TEPATINH CO BPEMEHEM MEHAAHCD, 4 B FIC-
CACAOBAaHHAX 6I)IAI/I I/I3Y‘I€HBI pa3AI/IquIC HpeHapaTbI.
A3aTHOIIPHH, HA3HAYECHHBIH ITOCAE HHAYKIIOHHOI Te-
parn 1KA0OCaMIAOM B TeUEHHE =3 MeCAIIEB, OBIA
TaK ke 9O(DEKTUBEH, KAK I IIPOAACHHEIH A0 12 Mecsres
KypC AedeHHs ITTKAODOCaMIAOM B OTHOIIEHHH IIPO-
(PUAAKTIKE PEIIUAMBOB, U IIPH 3TOM PEKE IIPHBOAUA
K pasBUTHIO Aciikorernn (AomoannreAbHas TaOAuma
S14 (22, 57]). Ilo cpasuenmro ¢ azaruonpurom MM®
B KAUECTBE IIOAAEPKUBAOIIIETO IIPErapaTa ObIA MEHEEe
adexTuBeH AAT IIPOMDUAAKTHKI PELIHAUBOB H HE IIpe-
BOCXOAHA €IO ITO YaCTOTE Pa3BUTUA HH(EKIIMOHHBIX
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ocroxuenntt (Aomoarnreapras Tabaura S15 [22, 58]).
W HAaIIpOTHB, METOTPEKCAT U A3aTHOIIPUH OBIAH COIIO-
cTaBUMBI 110 3 ERTHBHOCTH AAA IPOUAAKTHKH Pe-
LIIAMBOB, OOAGAQAH CXOAHOM TOKCHYHOCTBIO U HE OT-
AMYAANCH 110 OTAAACHHBIM HCXOAAM (AOIIOAHUTEABHAS
Tabamma S16 |22, 59]). B mieaom, asaTronpus ocraBascs
CTAHAAPTHBIM IIPEIIAPATOM AAA IOAACP/KUBATOIIICH Tepa-
i AAB Ha IPOTAKEHIN IIOCACAHIX HECKOABKIX ACT.

bbIra u3ydeHA U IPOAOAKHTEABHOCTD ITOAAEP-
KHBAIOINEH Tepanun azatHonpurom. [To cpaBHeHnIO
C ITOCTEIICHHBIM CHIKCHIEM AO3BI A3aTHOIPHHA IIOCAE
12 mecsreB Aedenus, OoAce IPOAOAKHTEABHBIH IIPHEM
IIperapaTa CO CHIKEHHEM AO3BI CITYCTA 4 roAa Aede-
HUS COIIPOBOMKAAACH MEHBIIECH 9aCTOTOH Pa3BUTHA
PENHAMBOB H IoYeaHON HeaoctaTounoctu [30, 60].
[IpenmyrmecTsa AAMTEABHOM ITOAAEPAKUBAFOIIEH Tepa-
IIHH 23aTHOIIPUHOM OBIAM COIIOCTABHUMEI Y IIAIIHCHTOB
¢ [1P3- u MITO-AHIIA, a Taike y mmanueHToB, KOTOpbIE
socturan AHIIA-neratusrOTO CcTaryca nmocae 12 mecs-
IIEB ACYCHIA IT0 CPABHEHHIO C TEMH, Y KOTO COXPAHAACA
nossirreHnsiit yposenb AHITA. B stux nccaeaoBanmax
He OBIAO BBIBACHO 3HAYHMBIX PASAHYHN MEKAY IPYIL-
IIAMH ACYEHHSA 10 CMEPTHOCTH OT BCEX IIPHYNH, 9aCTOTE
pasBuTHs HH(EKIIMOHHBIX OCAOKHEHUI H TAKEABIX He-
KEAATCABHBIX ABACHHI, OAHAKO KAYECTBO AOKA3ATEABCTB
6p1A0 Ouenp Hu3KEM (AomoanuTeapHas TaOAnma S17
[22, 30, 60]).

[Tocae Toro, kak ObIAa AOKa3aHA 5DDEKTHBHOCTD
puTykcuMaba AAf HHAyKIHE pemuccuu AAB, Opraa
M3y9eHA BOSMOMKHOCTD IIPHUMECHCHUSA IIperapara AAfd
oaAepzkuBarorieit repanun. ITocae mEAyKITMOHHOI
Teparuy TUKAODOCHAMUAOM Y HAIIHEHTOB € ACOIOTOM
AAB moaaepiKuBaroIas Tepanua pUTYKCHMaOOM I10-
3BOAMAQ CHU3HTH PUCK PA3BUTUA TAAKEABIX («OOABITIIXY),
HO HE ACIKHX («MAABIX») PELHAUBOB, II0 CPABHEHHIO
€ a3aTHONPHHOM (nccaeaosanme [loasepxanue pemrc-
CHH IIPU UCIIOAB3OBAHUI PHTYKCHMA0A IIPH CHCTEMHBIX
AHITA-acconnuposannbix Backyanrax/ MAINtenance
of Remission Using RITuximab in Systemic ANCA-
associated Vasculitis [MAINRITSAN]; AomoanuTeas-
mas Ta0awma S18 [22, 61]). Oanako B Apyrom nccaeAoBa-
HuH — PUTYKCHMA0 HAN a3aTHOLIPUH AAS IIOAACPIKAHUSA
pEMHECCHU IIPU BACKYAUTE, ACCOIMIPOBAHHOM C aHTH-
TeAaMH K LUToIAa3Me Helirpouaos/ Rituximab versus
azathioprine as therapy for maintenance of remission for
anti-neutrophil cytoplasm antibody-associated vasculitis
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[RITAZAREM)) [62], y marmenTos ¢ pertmanamur AAB
HTOAAEPIKUBAOIIASA TEPAIIHA PUTYKCUMAOOM IIOCAE HH-
AYKIIHH PEMUCCHI PUTYKCUMAOOM CHIKAAQ ITOCACAYEO-
I PUCK PA3BUTHA U TAKEABIX, I ACTKIX 00OCTpeHNMIT
3200A€BAHHA ITO CPABHEHHIO C a3aTHONPHHOM. [Ipn
9TOM 49aCTOTa HH(EKINOHHBIX OCAOKHEHUH IIPH HC-
IIOAB30BAHNH a3aTUOIIPHHA M PUTYKCHMA0A HE OTAH-
gasacek (Aomoannreapras Tabaurma S19 [22, 62, 63]).

ITpm mpoBeACHHN IOAAEPAKHBAIONICH TEPAITHH
pHUTYKCHMAO MOKHO BBOAUTD depe3 (PUKCHPOBAHHbIE
IIPOMEKYTKH BPEMEHI ANDO IIPU IIOBTOPHOM IIOSIBAC-
uun B nupkyasann CD19+ B-aumdoruros u/uan
AHITA. Xors 00e 3T cxeMbl OBIAH OAHHAKOBO 3(h-
(peKTHBHEL AAA IPOPUAAKTHKY PEILIMAUBOB, BBEACHHC
puTyKCHMa0a IIpH HapacTaHHN YncAa B-Ammvdorros
TpeOOBAAO MEHBIIIEIO KOAUYIECTBA NH(MY3UH IIperapara.
YacToTa HEKEAATEABHBIX ABACHUN HE PA3AHYAAACDH
(MAINRITSAN2; Aomoannreapnas Tabanma S18
[22, 61]). B mccaepoarmn MAINRITSAN3 mocae
18 MecsAIeB MOAACPKUBAFOIIEH TEPAITNH ITAIIUEHTHI
OBIAI PAHAOMU3UPOBAHBL K IIPOAOAKCHUIO HHQYIHIT
mpemapata HAU mAanebo 2 pasa B roa. [loaaepikusa-
FoIlas TEPAIHUA PUTYKCHMAOOM IIO3BOANAA CHHU3HTD
KOAIYECTBO PELIUAUBOB 110 CPaBHEHHIO C 1aane0o (OP:
0,16; 95% AL: 0,04-0,60), oAHAKO AAHHBIC O 9aCTOTE
NH(EKITHOHHBIX OCAOKHEHUI H APYIUX HCXOAAX OBIAK
HETOYHBIMH BBUAY MaAOTO pasMepa BeIOOpKH (AOIoA-
uureapHas Tabamma S20 [61]).

AOIIOAHHTEABHOE HA3HAYCHUE K IIOAACPIKHBAIO-
weit Teparmu TMIT-CMK (160/800 mr) mpaxrundecku
HE OKA3BIBAAO BAHAHHSA HA IIOAACPKAHIE PEMUCCHI
gepe3 1 u 2 roaa o cpaBHeHHIO ¢ maarebo (Aomoa-
uureapHas Tabanma S21 [22; 64, 65]).

Kayecmeo dokazamenbcma. O0IIEE KAUECTBO AO-
KA3aTCABHOH Oa3bl OBIAO HH3KHM BBHAY OOACC HH3-
KOTO Ka4eCTBA AAHHBIX O IIOAACP/KHUBAIOIICH TEPAIINU
pHTYKCHMaOOM, KOTOPBIE OCHOBAHBI HA PE3YABTATAX
menbIrero uncaa PKI o cpaBHeHHFO ¢ a3aTHOIPHIHOM.
AAf BceX CpaBHEHMIA, 32 NCKAFOYCHUEM IIPOAOAKUTCAD-
HOCTH TEPAINHU a3aTHOIPUHOM, OBIAH HCIIOAB30BAHBI
AQHHBIC CAHHUYHBIX HCCACAOBAHHI CO CPABHUTEABHO
HEOOABIINM YHNCAOM ITALNEHTOB U OTPAHHYICHHOI
IIPOAOAKHTEABHOCTBIO AMHAMIYIECKOTO HAOAFOACHNS,
4T0 npuseAo k rmmpoxknm AV pasmepos adpdekros
U 3HAYUTEABHOH HETOYHOCTH, B OCOOEHHOCTH B OT-
HOIIIEHUN KPUTHYECKH 3HAYHMBIX HCXOAOB, TAKHX KaK
CMEPTD OT BCEX IIPUYUH H [IOYCIHAA HEAOCTATOYHOCTD.
KagecTtBO AOKa32TE€ABCTB B OTHOIIEHUHU ITOAAEP/KHBA-
FOIIEH TEPAIIHH A3ATHOLIPHHOM AAf IIPOUAAKTUKI
obocTpeHnit OBIAO CpeAHNM H OCHOBBIBaAOCh Ha PKM,
B KOTOPBIX CPABHUBAAN a3aTHOLPHH ¢ mukaodocda-
mMuAoM (AomoarnTespras Tabauma S14 [22, 57]), me-
torpekcatom (Aonmoanureapnas Tabania S16 (22, 59))
n MM® (Aomoannreapnas Tabanma S15 [22, 58]),
a taxke Ha PKI, B KOTOpOM CpaBHHBAAM CTAHAAPTHYIO
U IIPOAACHHYIO HOAAEP/KHUBAIOIIYIO TEPAITNIO A3aTHO-
upusoM (Aomoarnreaspnas Tabauma S17 [22, 30, 60]).
Orrenka KagecTBa AOKa3aTEABCTB OBIAA CHI/KEHA BBUAY

HETOYHOCTH, IIOCKOABKY K&/KAOE CPABHEHHE IIPOBOAUAN
Ha OCHOBAHHH TOABKO OAHOTO HccAeAoBanusA. CpapHe-
nue MM® u asatuonpuna 06AaAAA0 HUSKUM KAYECTBOM
AOKA3aTEABHOCTH B OTHOIICHUH PHUCKA NH(EKINOH-
HBIX OCAOKHEHHI (BcaeAcTre mmpokux AV, koTopsre
VKA3BIBAAH HA HEOIIPEACACHHOCTDb HAOAIOAAEMOrO 9h-
exra). KauecTBO AOKA3aTEABCTB, KACAIOIIIUXCA IIPO-
AOAKEHHSA TEPAIIIN PHTYKCUMAOOM 1ocAe 18 mecsries
AedeHnf, OBIAO OIICHEHO KaK OYCHb HU3KOE H3-34 BbI-
PaKEHHON HETOYHOCTH.

AocrymHas AokasareAbHas 0232, KACAFOIIAACA IIOA-
AEP/KHBAIOIIIEH TEPAITNU ITOCAE HHAYKIINN PEMHICCUU
PHTYKCHMaOOM H TAFOKOKOPTHKOMAAMH, B HACTOSAIIEE
Bpems orpaHmdeHa. KauecTBo AOKa3aTeABCTB O TAKEABIX
PEIIANBAX, ITOAYIEHHOE B HICCACAOBAHHAX, B KOTOPBIX
CPABHHBAAH PUTYKCUMAO U a3aTHOIIPUH, OBIAO HU3KHM
BBHAY OTCYTCTBUS 3ACACITACHHSA HCCACAOBATEACH, OIle-
HUBABIIIUX PE3YABTATHL ACICHISA, 4 TAKKE BEIPAKCHHON
HETOYHOCTH, OOYCAOBACHHOM HAAMYHEM AHIIb ABYX
PKM, B KOTOPBIX IPOBOAMAM 3TO cpaBHeHue (/\OIOA-
auteAabHble Ta0Anmer S18 [22; 61] u S19 [22, 60, 63]).
PKI, B KOTOPOM H3y9aAn CXEMY BBEACHIS PUTYKCHMAOA
«10 TpeOOBAHMIOY IIPH BOccTaHOBACHHM IyAa CD19+
B-amvdponmrros u nossimenun yposua AHLIA, xapax-
TEPU30BAAOCH HU3KIM KAYECTBOM AOKA3ATEABCTB B OT-
HOIICHHH OOABIIHX PELHAUBOB M HEKEAATCABHEIX
ABACHHH, BKAIOYASA CMEPTH OT BCEX IIPHYHH, NHEK-
IIHOHHBIE OCAOKHEHUA M 3A0KAYECTBEHHBIE HOBOOO-
pasosanns (AomoarurteapHas Tabanma S18 [22, 61]).
Orenxa kauecTBa AOKa3aTeAbCTB B a1oM PKI Gbira
CHITKCHA BBHAY BBIPAKCHHON HETOYHOCTH, IIOCKOABKY
9TO OBIAO €AMHCTBEHHOE HCCACAOBAHUE, 4 €TO HCXOABI
XAPAKTEPU30BAAUCH OYEHD IIMPOKUMH IPAHULIAMU AW,
VKa3bIBAIOIIIME HA HH3KYIO YOCAUTEABHOCTD AAHHBIX
00 apdexre Aegenns. KagecrBo AOKa3aTeABCTB AAM
OOABIITIHCTBA HCXOAOB EAMHCTBEHHOTO HCCACAOBAHNH,
B KOTOPOM CPaBHUBAAH ITOAACPKHBAIOITIEE ACUCHIE PH-
TYKCHMAOOM H IAAIe00, OBIAO OYCHD HI3KHM H3-32 BBI-
PAKEHHOH HETOYHOCTH, OOYCAOBACHHOI MaABIM pa3Me-
POM BBIOOPKH; M TOABKO KAYECTBO AOKA3ATEABCTB 9TOTO
HCCAEAOBAHHSA B OTHOIIIEHUH PEIIMAMBOB OBIAO OLIEHEHO
KaK HU3KOE, ITOCKOABKY BBIBACHHBIN 5D (EKT OBIA CHAB-
HBIM U CTATUCTHYECKH 3HAYUMBIM (AOIOAHHUTEABHAA
Tabamra S20 [61]).

AaHHbBIE O IPOAOAKEHHH TEPAIIHH TAIOKOKOPTH-
KOHAAMH B ITEPHOA ITOAAEP/KHBAFOIIICH TEPAITNH TAKAE
orpanmdessl. B boaprmmuctse PKH rAIoKOKOPTHKOHABL
OTMEHSAH €IIIE B IIEPHOA HHAYKI[HOHHON TEPAITIH HAH
BCKOpe 1tocae ee 3apeprenud. Oanako B Panpomusn-
POBAHHOM KOHTPOAHPYEMOM HCCACAOBAHHN ITPOAOH-
ruposaruoro Acuenus AHIIA-acconuuposamuoro
BackyAnTa B (pase pemuccun/Randomised controlled
trial of prolonged treatment in the remission phase of
ANCA-associated vasculitis (REMAIN) maruesTst B ka-
YECTBE ITOAACP/KHUBAIOIIEH TEPAITNHI ITOAYIAAH KOMOH-
HAITHIO HU3KHX AO3 TAFOKOKOPTHKOHUAOB 1 432 THOIIPUHA
[30]. B meTa-anasuse HAOAFOAATEABHBIX HCCACAOBAHIH
u PKV 6oAee MpOAOAKHTEABHOE A€UEHIE TAFOKOKOP-
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tukorAaMu Ipu AAB ObIAO acCOLMIPOBAHO C MEHD-
IITUM KOAMYECTBOM PEIUANBOB [66].

Lenrnocmu u npednoumerus. Pabowas ['pyrira mmpu-
AQ€T OTHOCHTEABHO BBICOKYIO IIEHHOCTD IIPO(DHAAKTIKE
PEIIMAMBOB, KOTOPBIE BAUAFOT HA OOIIIYIO TAKECTD TEUe-
HufA 3200ACBAHISA H PEKOMEHAYET HA3HAYATD IIOAACPIKU-
BAIOIIIYIO TEPAITUIO BCEM IAIIHEHTAM ITOCAE MHAYKIINN
pemuccuu. OAHAKO IPOAOAKHUTEABHAS IMMYHOCYIIPEC-
CHBHAA TEPArus AOAKHA OBITh ACCOLUHIPOBAHA C HAH-
MEHBIITUM YHCAOM HEKEAATCABHBIX ABACHHIH, 2 PHCK
PELIIAUBOB MOKET BAUATD HA PEIICHIE OO0 HHUIIHA-
LIUH ITOAACP/KHBAIOIIIEH TEPAIINH, Ha BRIOOP ITperapara
U IPOAOAKUTCABHOCTD ACUICHIS.

Panee ObIAM yCTAHOBAEHBI HECKOABKO (PAKTOPOB
pucka permansos AAB, B Tom dncae mpearecTsyro-
IIHE PElHUANBHL B aHamHese u Haamane [1P3-AHIIA,
a me MITO-AHIA B nmpryasmun [15, 67]. B mccae-
sosannu RAVE maruenTsl He IOAYIaAT ITOAACPIKH-
BAIOII[CE ACYCHUE ITOCAEC MHAYKIHOHHON TepaIuu
PHTYKCHMAOOM, U BBICOKASl YaCTOTA PEIIHAUBOB OBIAA
OTMEYCHA KAK B IPYIIIIC PUTYKCHMA0a, TaK U IIHKAO(OC-
paMIIA2-a3aTHOIIPHHA, HO CACAYET HMETh B BHAY YTO
TAIOKOKOPTHKOHABL OBIAM OTMCHEHBI HA CPOKE A0 O Me-
canes [23]. B coBpeMeHHOI IIPAaKTUKE U, KAK CACACTBHE
B 9KCIIEPTHOM COODIIECTBE, HE CAOKUAOCH CAUHOTO
MHEHUA O BO3MOMKHOCTH OTKA3aThCA OT IIPOBCACHHS
HIOAAEP/KHBATOIIIEH Teparun y marertos ¢ MITO-AAB
IIOCAE I/IHAYKL[I/II/I pCMI/ICCI/II/I pI/ITyKCI/IMa6OM. MHCHI/IH
B OTHOILICHHN HEOOXOAHMMOCTH IIPUMEHEHUA TAFOKOKOP-
TUKOHAOB AAfl IOAACP/KHBAFOIIETO ACUCHIA, A TAKAKE E€TO
IIPOAOAYKHTEABHOCTH, TAKKE Pa3HATCS. B mecaeaoBarmm
REMAIN, B KOTOPOM y9aCTBOBAAH IAIIHMEHTHI C IIO-
YCYHBIM BACKYAHTOM B aHAMHE3E, HE OBIAO OTMEYCHO
PA3AMYUI B PUCKE PELIMAHMBOB MEKAY PA3AHYHBIMU Ce-
porumavu AHITA. B cayuae, ecan moaaepixuBarornee
ACYCHUE HE IIPOBOAUTCH, CACAYCT PACLICHHBATH PUCK
PAasBUTHA PEIIMANBA KAK BBICOKHE H IIPOBOAHTBH COOT-
BercTByroree HabAroacHue [30)].

B moarpymme marrenros ¢ MITO-AAB u xponu-
YECKOM TOYEYHON HEAOCTATOIHOCTBIO, HO O€3 BHEITO-
YEUHEIX IIPOSBACHUIN 3a00ACBAHUSA PHCK PELIHAUBOB
HU3KUH, TaK 9TO PUCK HH(MEKIIHOHHBIX OCAOKHEHIH
BCAEACTBHE HMMYHOCYIIPECCHBHOM TEPAIINU MOKET
IIEPEBEIIIIBATD IIOAB3Y IPO(UAAKTHKE PEIIUAUBOB [68].
[Tosromy marmentsr ¢ MITO-AHILIA, koTopsie moAy-
9aIOT ACYCHUEC AHAAU3OM H § KOTOPBEIX HE OBIAO BEI-
ABACHO BHEIIOYCYHBIX IIPOABACHUI 3a00ACBAHMSA IIPU
TINATEABHOM OOCAEAOBAHIH, B TOM YHCAE IIPOBEACHII
kommbrotepuoi Tomorpadun (KT) opranos rpyaroit
KACTKH, PHCKU IIOAACPKUBAIOIIEH TEPAIIHN MOTYT I1e-
peBeIIuBaTh ce 0AB3y. boaee TOro, mpu AOCTIKEHIN
ITIOAHOW KAMHHYECKOW PEMUCCHH 4YacTh IIAIIHEHTOB
¢ MITO-AHIIA u zapyrrennem yHKIIHHI OYEK MOKET
HE HY/KAATbCA B IIOAACPIKUBAIOIIIEM ACUCHUH, 1 BMECTO
3TOTO BO3MOJKHO TIIATCABHOE AMHAMITICCKOE HAOATOAC-
HHE C peryAapHoii orenkoi yposua AHLIIA.

Takum 00pasoM HAMAYUIIAsA AOKA3aTCAbHAA 6232 Ha-
KOIIA€HA B OTHOINEHUH 3P EKTUBHON ITPOMDHAAKTHKI
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PELIMAUBOB IIPH IIOAACP/KHBATOIICH TEPAITUH PUTYKCH-
MabOM MAN IIPU AAUTEABHOM IPUMEHEHHH a3aTHO-
IIPUHA B COYETAHUH C TAFOKOKOPTHKOUAAMHI B HU3KOMH
Ao3e. OAHAKO PUTYKCHMAO MOKET IMETh ITPEUMYIIIECTBO
HaA asatnonpunom. B nccaesoBarnmun MAINRITSAN
CPABHHBAAH KA4ECTBO KU3HH, OOYCAOBACHHOE COCTOf-
HIEM 3AOPOBBS Y IAIIIEHTOB, IIOAYYABIIIHX PUTYKCIMAO
uAn asatuonpun. CpeAHee yAydIneHHe IOKa3aTeAeH
o Onpocuuky ounenku cocrosuus 3aA0posbsi/Health
Assessment Questionnaire (HAQ) k 24 mecsmam
II0 CPABHEHHIO C HCXOAHBIME OBIAO 3HAYHTEABHO DOAEE
BBIPA/KEHHBIM Y IAI[HEHTOB, IIOAYYABIITNX PHTYKCHMA0
[69].

B cBasu ¢ otum Pabowas I'pymia oraaer mpearo-
ITEHHE TOAAEP/KIBAFOIIIEMY ACUEHUIO PHTYKCHMAOOM,
B OCOOEHHOCTH Y ITAITMEHTOB C PEITMAMBHPYIOIINM TEUE-
uuem 3aboaesannd, [IP3-AHIIA, verreperocuMocTsro
a3aTHOIPHHA, A TAKKE ITOCAE HHAYKIIHOHHOH TepaITum
purykcumadbom (RITAZAREM). OAHAKO IpH HCIOAB-
30BAHUU IIPEIApPaTa CACAYET IPOABHTH HEKOTOPYIO
OCTOPOKHOCTD, TIOCKOABKY AAHHBIE O AOATOCPOYHBIX
addeKTax ITOAACPKIBAIOIIICH TEPAIIII PUTYKCHMAOOM
orparmdensl. Hecmotps Ha TO, 9t0 B PKU HE OBIAO
OTMEUYEHO 3HAYMMOro cHikeHus yposusa IgG mocae
AEYEHNA PUTYKCUMAOOM, AAHHBIE IIPOAOAKHTEABHBIX
HAOAFOAATEABHBIX HCCACAOBAHHI YKA3bIBAIOT HA IIOBbI-
IIICHHBIA PUCK Pa3BUTUA BTOPUIHOTO UMMYHOAEdU-
IIUTA B 9TOH HOIYAAIINN.

Ucnone3osaHue pecypcos u sampamel. Purykcumad —
CPaBHUTECABHO AOPOTOM IPEIAPAT, KOTOPEIIT HEAOCTY-
IIEH B HEKOTOPHIX PETMOHAX MHUPA, OAHAKO ITOABACHIE
O10aHAAOTOB IOTEHIINAABHO MOKET IIOBBICUTB €I0O AO-
cryraoctb. Kpome Toro, mpoduAakTHKa PEUAIBOB
CHIIKACT PACXOABI KAK HA CTAIIHOHAPHOE ACUCHHE, TAK
U Ha ITOBTOPHYIO MHAYKIIHOHHYIO TEPAIIHIO, KOTOpast
CONIPAKEHA C YACTHIM OOpAIEHHEM B MEAUIIMHCKIE
yapexacHns. VcrmoapsoBanne puTykcumMaba Takke 11o-
3BOASIET OTMEHHTH TAFOKOKOPTHKOUABL.

CoobpaxeHus no eHedpeHulo. Buerodeunsie peru-
AnBsl AAB moryT pasBuBaTbcs 1 B ACHCTBUTEABHOCTI
PA3BUBAIOTCA AQKE Y ITAIIMEHTOB, IIOAYYAIOIINX 3aMe-
CTHTEABHYIO IIOYEUHYIO TEPAIINIO, TIOITOMY PEMUCCHIO
CAEAVET 3aKPEITUTH ITOAACPKHBAIOIINM ACUCHHEM.
ITarmmenTsl ¢ moveunoi HeaocTaTOuHOCTHIO M1 MITO-
AHIIA B oTcyTCTBHE BHEITOYECIHBIX ITPOABACHHII MOTYT
HE HYKAATBCA B AAMTEABHOIN ITOAACPZKUBAFOIIEN Tepa-
nuu. B 910l curyanuu moTpeGHOCTD B IIPOBEACHUH
HOAAEPKUBAFOIIIEH TEPAIINHU U €€ IIPOAOAKUTEABHOCT
CAGAYET OIICHHBATH HHAUBHAYAABHO.

O60cHOBaHMe

Pabowas I'pyrima pekOMEHAYET IIPOBOAUTD ITOAACP-
KHBAFOINYIO Tepanuio BeeM marmentam ¢ AAB mocae
HMHAYKI[HN PEMHCCHH ITMKAO(DOCHAMIAOM HAN PHTYK-
cuMaboM. L1eABIO TIOAACPIKIBATOIIICH TEPAIIIH ABAACTCH
IpOUAAKTHKA PEIHAUBOB 3200 AEBAHMSA ITOCAE AOCTH-
KEHHA peMUCCHH. PeMICCHA OIIPeAeAAeTCA KaK OTCyT-
CTBHE ITPOABACHHI BACKYANTA. AASl OLIEHKH KAMHIYE-
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CKHX IIPH3HAKOB AKTHBHOCTH 3a00AEBAHIA MOKET OBITh
HCIIOAB30BAH BAAMAMPOBAHHBII HHCTPYMEHT, HAITPHIMEP
BVAS [70]. B xoAe AMHAMIYECKOTO HAOAIOACHIS BCEM
HAIIEHTAM CACAYET IIPOBOAUTD CTPYKTYPHUPOBAHHOE
KAMHHYECKOEe OOCACAOBAHIE U OICHKY YPOBHA A2DO-
PATOPHBIX MAPKEPOB BOCHAAHTEABHON aKTHBHOCTH
1 DYHKITHH TTOYEK.

[ToasepixuBaroIas Teparmsa pUTYKCUMAOOM ITOCAE
HHAYKITHH PEMUCCHN ITUKAO(DOCHAMIAOM ITOKAa3aAd
CBOE IIPEBOCXOACTBO HAA A3aTHOIIPUHOM B OAHOM
PKU. I'lo Beett BUAEMOCTH PUTYKCHMAD CHIDKAET IHCAO
TAKEABIX PEIIUAUBOB 3a00ACBAHUA; PASAUYNI 10 Ya-
CTOTE HEKEAATEABHBIX ABACHUI OTMEYCHO HE OBIAO
(MAINRITSAN) [61]. ITpoAoAxeHIE TTOAACPIKIBA-
fornell Tepanuyu purTykcuMabom mocae 18 mecdAres
AedeHusA OBIAO ACCOIIMUPOBAHO C MEHBIICH YaCTOTOMH
PEIHAUBOB 110 cpaBHeHuIO ¢ mAarebo [71]. IToaaep-
AKUBAIOIIEE ACUCHNE A3aTHOIIPUHOM B TeueHue 18 me-
CAIIEB TTOCAE MHAYKITHU PEMICCHH ITUKAO(DOCHaMIAOM
OBIAO COIOCTABUMO 110 3(PPEKTUBHOCTH C ITPOAOAKE-
nueMm Tepanun nuxkaodocdamuaom (Luxaodbocda-
MUA HAHM a3aTHOIPHUH B (Da3y paHHEH peMUCCHH Ba-
ckyanra/Cyclophosphamide versus Azathioprine for
Early Remission Phase of Vasculitis [CYCAZAREM])
B TeYeHHE | TOAQ € ITOCACAVIOINUM IIEPEXOAOM Ha a3a-
taonpuH [58].

AokasateApHad 0a3a B OTHOIIEHUH MHHHUMAABHOMN
IIPOAOAKHTEABHOCTH TIOAAEPKUBAFOIIIEH TEPATINH OCTa-
erca cAabOI; BoAee ANUTEABHOE ACUCHHE CHUKACT Ua-
CTOTY PEIIHAUBOB, OAHAKO MOKET OBITh ACCOIIMIPOBAHO
€ GOABIITIIM YHCAOM HEKEAATEABHBIX ABACHHUIL. /\edeHne
a3aTHOIIPHHOM Ha IIPOTKEHUH 4 ACT CHI/KAET YHCAO
PEIIMAHBOB IO CPABHEHHIO C ABYXACTHHM KYPCOM Ae-
vyenus (mccacpoBanne REMAIN; ITpoaseHHBI HAT
CTAHAAPTHBIH KYPC ITOAACP/KUBAIOIICH TEPAITNT A32TH-
OIPHHOM ¥ ITAIINEHTOB C BIIEPBBIE AUATHOCTHPOBAHHBIM
BACKYAUTOM, 4CCOLIMUPOBAHHBIM C AHTHTEAAMH K IIPO-
TenHa3e-3, Y KOTOPHIX COXPAHAETCA CEPOIIO3UTUBHOCTD
o AHIIA nocae naaykumm pemuccun/Extended versus
standard azathioprine maintenance therapy in newly
diagnosed proteinase 3 anti-neutrophil cytoplasmic
antibody-associated vasculitis patients who remain
cytoplasmic anti-neutrophil cytoplasmic antibody-
positive after induction of remission: a randomized
clinical trial [AZA-ANCA]) [30, 60].

[TOCKOABKY IIEABIO ITOAAEPKUBAIOIIEH Teparun
ABAACTCA IPO(UAAKTIKA PEIIUAHBOB, HX PHUCK CACAYET
IPUHATH BO BHUMAHHE IPU BEIOOPE KAK HMMYHOCY-
IIPECCUBHOTO IIPEHAPATa, TAK U IIPOAOAKUTEABHOCTH
TEepAIInm.

K usBectHBIM (PaKTOpaM pHCKA PEIHAMBOB OTHO-
carca [TP3-AHIIA (o cpasuenuro ¢ MITO-AHIIA),
a TaKke IOPaKEHNE CEPACUHO-COCYAUCTON CHCTEMBI
u Aerkux [15, 67]. Taxoxe Oblaa yCTAHOBACHA POAB IIEp-
cuctuposanus nossirennoro yposusa AHIIA mocae
nuAyknuna pemuccun [30, 72]. PKI, B koTopom cpas-
HHBAAU YETHIPEXACTHUN ¥ ABYXACTHHI KYpPCHI IIOA-
AEP/KHBAFOIIEN TEPAITNU a3aTHOIPUHOM Y IAI[HEHTOB

C COXPAHAIOIINMCH ITOBBIIIIEHUEM TTP3-AHLIA, IIpo-
AEMOHCTPHPOBAAO PA3AMYHSA, HE AOCTUTABIIUE CTATH-
CTHYECKOH 3HAYUMOCTH (4aCTOTa 00OCTpEH I 32 4 roaa
cocrasuaa 24% u 48%, cOOTBETCTBEHHO), OAHAKO MOTIII-
HOCTb MCCACAOBAHIS OBIAA HEAOCTATOIHOH [60)].

CpasHeHue ¢ Opyaumu pekomeHoayuamu. B pexomen-
AannAx EBpoITeiickoro aAbsHCA PEBMATOAOTHYCCKIX
acconmaruii/ European Alliance of Associations for
Rheumatology (EULAR) purykcnmab Takie nprusHan
IIPEATTIOYTUTEABHBIM, YEM a3aTHOIPUH AAA TIOAAEPKA-
uus pemuccun [31]. Pekomenaarmn EULAR coseryror
IIPOAOAKATD ITOAAEP/KUBAFOIIYIO TEPAITHIO Ha IIPO-
TsxeHnn 24-48 MecAIeB IIOCA€ MHAYKIIUU PEMUCCHL.
Hama rpynma pekoMeHAYET IPOAOAKHUTEABHOCTD
A€YEeHHUA B AHAIa3oHe OT 18 mecAmeB A0 4 AeT mocAe
HUHAYKIUH PEMECCHU B COOTBETCTBUU C HHAUBHUAYAAD-
HOH OIICHKOI PHCKAa PEITHAMBOB M C yIETOM IIperapa-
TOB, HCIIOAB3YEMEIX AAS ITIOAACP/KHBAIOIICH TEPAITHH.
Kpome Toro, mocae HHAYKIIHE PEMUCCHE PUTYKCHMA-
6om y manmenToB ¢ MITO-AAB mHOrAa MOXKHO BO3-
ACPIKATBCS OT IIPOBEACHIIA IIOAACPIKUBAIOILICH TePAIINH,
€CAH BO3MOKEH TINATEABHBI MOHHTOPHHI COCTOS-
mnst. OAHAKO 3TO IOAOKCHIE OCHOBAHO Ha 9KCIIEPT-
HOM MHEHHH, IIOCKOABKY AOKa3aTeAbHAsA 0a3a OYCHb
OTPAaHMYEHA, 2 KOHCEHCYC AAKE MEKAY 3KCIEpTaMu
HE AOCTHIHYT.

ITpaxrugeckuii coer 9.3.2.1: mocae HHAYKIIMOHHOM
Teparuy PUTYKCUMA00M IIOAAEP>KUBAIOIIAA TEPAIIHLA
AOAKHA OBITH Ha3HAYEHA OOABIIUHCTBY IIAIMEHTOB.

Ormupasce Ha Pe3yABTATHL HADATOAATEABHBIX HCCAC-
AOBAHUI 1T HEOITYOANKOBAHHbIC AAHHBIC ICCACAOBAHIISA
RITAZAREM Pabowuas I'pyra otaaer mpearrouTenne
HCIIOAB30BAHUIO PUTYKCHMADA AAA IIOAACPIKAHUISA Pe-
muccuu. B mccaeaoBanmm RITAZAREM Ttakike 6p1A0
IIOKA3aHO, YTO IIOCAC HHAYKIIIOHHOI TEPAIINY PUTYKCH-
Ma0OOM 110 TTIOBOAY perinAnBoB AAB, moaseprkuBaroriasn
TEPAIINA PUTYKCUMAOOM COIPOBOKAAAACH MEHBIITIM
YHCAOM TSKEABIX U ACTKUX PELIUAUBOB 110 CPABHEHUIO
¢ asatnonpunom (RITAZAREM) [62]. Tem e memHee,
KOMOMHAIIAIO 232THOIIPHHA H TAIOKOKOPTHKOHAOB
MOKHO PacCMaTpHBATh B KAYECTBE AABTEPHATUBHI PU-
TyKCIMAOy.

B uccaepoBannn RAVE moaaepixuBarornyro te-
PAITHIO TIOCA€ MHAVKIIMH PEMUCCHU HE ITPOBOAHAH.
Yacrora permausos y maruentos ¢ MITO-AAB Osiaa
Hike, deMm y mannentos ¢ [1P3-AAB. Ha ocroBarun
3THX AAHHBIX HEKOTOPBIE SKCIIEPTHI IIPUIIIAH K BEIBOAY
o Tom, uto manuenTol ¢ MITO-AAB, cocturimme moa-
HOI KAMHHYECKOH PEMHCCHH IIOCAE MHAYKIHOHHOM
TEPAIIHH PUTYKCHMAOOM U C HE3KIM PHCKOM PCLIUAU-
BOB, MOIYT HE HY:KAATBCA B IIOAACPKUBAOIIICH TEPATIHNL.
Bmecto 3TOro MOMKHO ITPOBOAUTD TIIATEABHBIH MOHH-
TOPHHT € PEryAapHBIM orpeAescHueM yposus AHIIA
" BBITOAHEHHEM aHaAn30B moun. Oanako Pabowein
I'pyrmoit KDIGO ne 6B1A AOCTHIHYT KOHCEHCYC B OT-
HOIIIEHHH BO3MOKHOCTH OTKA3a OT IIPOBEACHHSA ITOA-
ACPKHUBATOIICH TEPAITHH.

Hedponorua u guanus - T. 26, N2 4 2024 429



Knmnneckme npaktnyeckue pexomengauyn KDIGO 2024 no senennio BaCKyHTA, ACCOLMMPOBAHHONO € GHTTENAMAM K LuTonnasme Herpodunos (AHLIA|

e [lnarHo3 rpaHynemartosa C NoJINAHTMNTOM ¢ PeunpmBbl B aHaMHe3e ¢ Huskas KYMynATUBHaA [03a

e [MP3-AHLIA ¢ Cepono3nTreHocTb no AHLIA B KoHLe uuknodochammaa
e Hu3Kuin ypoBEHb CbIBOPOTOUHOTO NHAYKUMU PEMUCCUN ¢ OTMeHa UMMYHOCYMNPECCMBHOW Tepanuu
KpeaTnHuHa * [loBblweHne ypoBHa AHLIA ¢ OTMeHa MMKOKOPTUKOMAOB

 PacnpocTtpaHeHHoe 3a6oneBaHne
¢ MNoparkeHne JIOP-opraHoB

PucyHok 12 | ®akTopbi pucka peunamnsa AAB. AAB, AHLIA-accouymmpoBaHHbIi Backynut; AHLIA, aHTUTena K umtonnasme Heitpodunos; NP3,
nportenHasa-3.

* PeumpuupytoLiee 3abonesaHvie * HusKuii ncxopHbIn yposeHb IgG (<300 mr/an)
e MP3-AHLIA * OrpaHuy4eHHas JOCTYNHOCTb pUTyKCcMMaba

e OcnabneHHble NaLMeHTbl CTapLUero Bo3pacTa

¢ HeobxoAMMOCTb fOCTMKEHUA cTepoug-cbeperatowiero sdbdexta

e Annepruia Ha a3aTonpuH

PucyHok 13 | BbiGop mexay puTyKcMma6om n asaTuonpuHom ans noppaepxusatowiein Tepanun AAB. AAB, AHLIA-accoumpoBaHHbIi
BackynuT; AHLA, aHTWTena K umMtonnasme HenTpodunos; IgG, ummyHornobynuH G; NP3, npoTtenHasa-3.

[poToKoN ¢ perynapHbIM BBEAEHMEM: 1,5-2 Mr/Kr/cyT nocne JOCTUXEHUA MOJTHOW PeMUCCU 2000 Mr/cyT B HECKOJIbKO MPMEeMOB
1. 500 Mr X 2 Npy BOCTVXKEHWV NOHON B TeUeHue rofa nocse yCTaHOBMIEHNA AMarHo3a, C MOMEHTa JOCTVXXEHWA NOJSTHOM
pemwnccum, 3atem no 500 mr B mecaALbl 6, 12 C NocsIefyoWMM CHUXEHEM J03bl Ha 25 Mr KaXKable TP PEMUCCUV B TeYEHNeE [IBYX NIeT

1 18 (npotokon MAINRITSAN) LA mecsua

2. /iHdy3ua 1000 Mr mocne NHAYKLUn

pemunccmm n B mecaubl 4, 8, 12 n 16 nocne

nepsow nHy3um (mpotokon RITAZAREM*)

MpoanuTtb Nprem a3aTMoNpUHa A0 YeTbipex SIeT nocne
YCTaHOBJIEHNA JMarHo3a; HauaTb € A03bl 1,5-2 Mr/Kr/

CyT B TeyeHue 18-24 mec., 3aTeM CHU3UTb Ao 1 Mr/Kr/cyT
[10 4 neT nocJie yCTaHOBNEHVA ANarHo3a, B faibHenwem
NOCTENEHHO CHUXKaTb A03Y Ha 25 Mr Kaxble Tpu mecaLa.
CnepyeT npogomkaTtb NpriemM roKOKOPTUKOMIOB B f03€
5-7,5 Mr/cyT B Te4eHue [iBYX NeT 1 3aTeM NOCTENEHHO
CHWXKaTb 103y Ha 1 Mr Kaxble iBa MecAaLa

PucyHok 14 | [lo3npoBaHne MMMYHOCYNPEeCCUBHbIX MPenapaTos 1 NPOAOIKUTENbHOCTb UX MPUMEHEHUA ANA NOAAEPKAHNA peMuccumn
AAB. MAINRITSAN, MopaepaHue pemMmuccMmn C MUCMosib3oBaHWeM putykcumaba npu cuctemHom AHLIA-accouunpoBaHHoM Backynute; MMO,
MukodpeHonata modetun; RITAZAREM, Rituximab versus azathioprine as therapy for maintenance of remission for anti-neutrophil cytoplasm
antibody-associated vasculitis / Putykcumab vunu asatmonpuH Ans NoafepaHvis PeMUCCUN NpY BacKynmTe, acCOLUMPOBAHHOM C aHTUTENlamMu
K uutonnasme Hentpodunos (AAB) * B nccnegosaHue RITAZAREM yyacTBoBanuv naumeHTsbl ¢ peumarisamu AAB.

IIpaxruaeckuii coBer 9.3.2.2: onTHMaAsbHAA IIPOAOA-
JKUTEABHOCTb IOAAEPIKUBAIOLIEH TePAIIy COCTAB-
Asiet ot 18 mecsneB A0 4 AeT ¢ MOMEHTA MHAYKIIHHI
pemuccun.

IIpaxruueckuii coser 9.3.2.3: npu permeHuu Bo-
IPOCA 0 BO3MOYKHOCTH OTMEHBI ITOAAEPIKUBAFOLICTH
TEPAIUY CACAYET IPUHATH BO BHUMAaHHE PHCK pe-
LIMAMBOB, a TAKOKe IIPONH(OPMHUPOBATH ITAIIICHTOB
0 HEOOXOAMMOCTH CPOYHOIO OOpaIeHHA 32 MEAU-
LUHCKOM IIOMOIIBIO IIPU IIOBTOPHOM IIOSABACHHUH
cumirromoB (Pucynoxk 12).

IIpaxruueckuii coser 9.3.2.4: paccmorpure BO3-
MOJKHOCTh Ha3HA4YeHUA MUKO(pEeHoAaTa MO eTnAa
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(MM®) nan MeToTpeKCaTa B KaUeCTBE AABTEPHA-
THUBBI A3aTHONPHUHY AAA IOAAEPIKAHHUA PEMHCCUN
y HAOHMEHTOB C HEIIEPEHOCUMOCTBIO a3aTHOIIPHUHA.

MeToTpeKCaT He CAEAYET HA3HAYATH HAIUEHTAM
¢ CK® <60 ma/mun/1,73 M2

ITpaxruveckuii coser 9.3.2.5: paxropsl, BauAromue
Ha BBIOOP MEXKAY PHTYKCHMAOOM H a3aTHOIPUHOM
AAfL IIOAACPYKAHHA PEMHICCHUH, IIPEACTaBACHBI Ha Pu-
cyuke 13.

ITpakruueckuii coser 9.3.2.6: peKOMEHAALH 110 BbI-
Gopy AO3BI U OIIPEACACHUIO IIPOAOAYKHUTEABHOCTH
ITOAAEPIKIBAIOLIETO ACUCHIA IIPEACTABACHBI HA Pu-
cyuke 14.
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9.3.3 Peunpaunsbl 3a6oneBaHunA

ITpaxrmyeckuii coer 9.3.3.1: manuenTam ¢ penuAu-
BOM 3200A€BaHMA HEOOXOAMMO IIPOBECTHU IIOBTOP-
HBIH KypC MHAYKUHOHHOM Tepanuu (Pexomenaarus
9.3.1.1.), mpeAITOYTHTEABHO PUTYKCHMAOOM.

[Tpu permanpax 3a00A€BaHUA YACTOTA AOCTHAKCHUA
PEMECCHU B OTBET HA IMMYHOCYIIPECCUBHYIO TCPAIIHIO
HE OTAHYACTCH OT TAKOBOI IIPH IIEPBOM SIIH30AC, U IIPH
TAKEABIX PEIIMAUBAX CAEAYET 3aHOBO MHHIIMHUPOBATDH
HHAYKIHOHHYIO Tepamnuio. [Ipu pemrenun Bompoca
O AOIIYCTHMOCTH IIOBTOPHOTO HA3HAYEHMA ITHKAODOC-
daMuAa cAeAyeT IPUHATH BO BHEMAHUCE HAKOIIACHHYIO
KYMYASTHBHYIO AO3Y Iiperapara. Kymyasrusrbie A03bt
6oAee 36 T aCCOTUIPOBAHBI C PA3BUTHEM 3AOKAYECTBEH-
HBIX HOBOOOpasosauuii [73]. Ilpu post hoc anaause uc-
cacposanna RAVE B rpymme AedeHus putykcumabom
110 CPaBHEHMIO C TPYIIION IMKAOdocammaa Obia OT-
MeueHa OOAEE BBICOKAA 9ACTOTA AOCTEKCHUA PEMUCCAI
y HAIIHEHTOB C PEIHAMBAMH, OCOOEHHO Y IAIIUEHTOB
¢ [TP3-AHIIA [23]. B cBsisu ¢ atum putykcuMab IpeA-
nourtnteaeH npu penuAnsax AAB. B nccaeaosanun
RITAZAREM ouennBasn a(peKT HHAYKIIHOHHOHI Te-
paruy puTykcuMa0ooM y 187 manueHnTos ¢ penuAuBamMu
I'TIA mam MITA, B pesyabraTe OpIAQ OTMEHUEHA BBICOKAS
gacToTa AocTrxeHns pemuccrun (>90% 3a 4 mecara Ae-
uenns) [74].

V IanmeHToB ¢ HETAKEABIMU PEITMAUBAME HMMYHO-
CYIIPECCHBHAS TEPAITHS AOAKHA OBITH YCHACHA, HO IIPH
9TOM Ha3HAYEHHA ITMKAO(OCHAMIAL CACAYET N30EraTh.
O dexrusrocte MM®@ B KOMOHHAIIHE € TAIOKOKOP-
THKOUAAMU AAfl HTHAYKIIMOHHOM TEPAIINH Yy IAIIHECHTOB
¢ permanBamu Op1Aa n3yuena B PKU, oamako AammbIe
00 2P PeKTHBHOCTH APYIUX CXEM ACYCHHSA OTCYTCTBYIOT
[27, 28]. OAHAKO AedUeHHE HETAKEABIX 00OCTPEHHUIT
MM® compsKeHO € IOBBIIIEHHBIM PUCKOM IIOCAEAY-

TOMIUX PCIHUAUBOB, 2 KYMYAATHBHAA AO34 I'ATOKOKOP-
THKOHAOB TAK/KC YBCAMIHNBACTCA, B CBA3M C 9YEM B 3THUX
PEKOMEHAAUAX IIPCAIIOITCHUE OTAAHO pI/ITyKCI/IMa6y.

9.4 Oco6ble cuTyauyumn
9.4.2 TpaHcnnaHTaLMA NOYKN

ITpaxruueckmii coser 9.4.2.1: BeIIIOAHEHUE TPAHC-
MAQHTALIMU CACAYET OTAOXKUTB AO Te€X IIOP, IIOKA
MMAIUEHTHI He OYAYT B COCTOSHHUU ITOAHOM KAWHU-
4JecKoil pemuccuu B TeueHue =6 mecanes. Tpanc-
MAQHTALIO HE CACAYET OTKAAABIBATE HA 0OACE IIO3A-
HUI CPOK U3-32 COXPAaHEHHA ITOBBIIIECHHOIO YPOBHA
AHITA.

[TocAe TPaHCIAAHTALINH ITOYKH MOIYT Pa3BHBATHCA
permanser AAB. Hacrora pertmansos AAB B HeckoAs-
KHX PETPOCICKTHBHBIX HCCACAOBAHUAX COCTABASAL
0,02-0,03 caygas ma nmanmento-aer |75, 76]. Yacrora
PCLIMAIBOB HE 3aBHCEAA OT IIPOAOAKHTEABHOCTH pe-
muccun uau yposasa AHLIA Ao TpancraanTanmn [75].

PekomeHpauum no npoBefeHmnIo

AanbHeNnwmnx nccneaoBaHnn

o Heobxoanmer PKV, narrpaBAeHHbIE HA OIIEHKY HC-
XOAOB, COOOIIAEMBIX ITAIMEHTAME, OTAAAEHHBIX
HCXOAOB 3a00AEBAHISA, OIIPEACACHIE POAU PHTYK-
cnmaba npu taxeAom AAB, a Takke onenky apdpek-
THBHOCTH ACYCHUA B STHIYICCKH PA3HOPOAHBIX I10-
Iy ASLUSIX.

e HeoOxOAUMBI HCCACAOBAHISA AAA HACHTH(DUKAIIII
PAHHEX MAPKEPOB OOOCTPEHNIT 3a00AEBAHIA, MAPKE-
OB, CIIOCOOCTBYFOIIIHX BEIDOPY OIITUMAABHOK TEpa-
MM, B T.4. TAA3MOOOMEHA, OIITUMAABHBIX AO3 1 UH-
TEPBAAOB MEKAY BBEACHHAMHI PUTYKCHMA04, 2 TAKKE
CYPPOTaTHBIX MAPKEPOB PEMICCHU 3a00ACBAHIS.

C pasdesamu memodot paspabomxu pexomendayuii, Ouozpaguu u pacKpoimue KOHPIUKMA UHIREPECOB,
bnaz00aprocmt, 1 00NOAHUINENLHBLE MATREPUANGL MONCHO O3HAKOMUMGCL 8 OPULUHANLHOLL NYOAUKAYUY:
Improving Global Outcomes (KDIGO) ANCA Vasculitis Work Group. KDIGO 2024 Clinical Practice Guideline
Jfor the Management of Antineutrophil Cytoplasmic Antibody (ANCA)-Associated Vasculitis. Kidney Int.

2024;105(3S):S71-S116.
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OpHruHanbHble cTaTby H.J1. Koanosckas, M.B. Anekceesa, K.A. [lembsHosa v coasT.

Pesrome

Axmyarvrocms: GAaTOAAPA UCCAEAOBAHUAM IIOCACAHHX AET PACTET NMPU3HAHUE TOTO, YTO HAPYIIIEHHE
AKTHBALIMY CHCTEMBI KOMIIAEMEHTA ¥/ MAU €r0 PeryAsAlH CBA3aHO C pazBurueM npesxaamncuu (I19).
ITockoabky MeAaukameHTO3HAA Tepanuda 1D He paspaboraHa, H3ydeHHe POAU CHCTEMBI KOMIIAEMEHTA
B nnatore”ese ITD Ba>kHO AAs Pa3pabOTKU MOTEHIINAABHBIX T€PAlleBTHUECKUX MumeHei 110,

ILless: uccaeanOBaTH ypOBEHL MeMOpaHo-aTakyromero kommekca (MAK) xomiaemeHTa B CHIBOPOTKE
KpoBu npu paszpurnu 11D y nanueHTok ¢ xpoHuueckoi 6oae3upro modek (XBIT) u B o6mieii momyadamum.

Mamepuanvt u menmods:: B IPOCIEKTUBHOE HAOAFOAATEABHOE HCCACAOBaHME BowAY 44 marmenTku ¢ I19,
pasaesennble Ha 2 rpynnsl. Ilepsas rpynmna — 17 sxeHmumH ¢ paHee ycraHOBAGHHBIM Anaraozom XbBIT, sro-
pas rpymma — 27 >KeHIIUH U3 00Iel IOIMyAAIINY, He MMEBIINX OTATOICHHOIO COMATHYECKOI0 aHAMHE3a.
Coaeprxanue pacrsopumoro MAK onpeaeasan meroaom ummyHodepmentHoro anaausa (HycultBiotech,
Human Terminal Complement Complex Elisa Kit, HK328-01).

Pe3yavmames: TaIMEHTKH 110 BO3PACTY HE pa3AMdaAuchk. YacTora pasBuTuA yMepeHHO U TsoKeAoi I1D
B IPyIIax 3HAYUMO HE PasAudarach, cocraBadasa 29% (»=5) u 71% (»=12) aaa mamumerrok ¢ XBIT u 40%
(»=11) u 60% (»=16) y marmmeHnTOK 001IEH ITOIyAAIHH cooTBeTcTBeHHO. 3HaueHn:s1 MAK npu Aro0b1x Bapu-
anTax IID y marmenTok ¢ XBII u B o61ieii monyasAnuy ObIAM COIIOCTABHMO ITOBBIIIEHHBIMU U COCTABUAH
pu ymepennoii ITD 3933 [2467-6537] mxEA/ma vs 3202 [2813-4279] MxEA/Ma [p=0,692], npu TsoKeoit
4139 [3874-4458] MmxEA/Mma vs 4805 [3280-9594] mxEa/Ma [p=0,378], coorBetrcTBeHHO. Y manuenTok ¢ XBIT
yposan MAK npu ymepennoii u tsmxeaoit I1O spaunmo He pasanmdasnce, cocraBaasa 3933 [2467-6537]
MKEA/MA mpu ymeperaom u 4139 [3874-4458] mxEA/MA npu Tsykesom tedenun [p=0,527]. B rpymnme
o01LIeH ITOIyAAITN OTMEUYEHA TEHACHIUA K 6oaee BhICOKMM 3HayeHuAM MAK y mmanmeHTOK C TAXKEAOH
IT3: 3202 [2813-4279] MxEA/ma vs 4805 [3280-9594] MmxEA/Ma, [p=0,054]. B aroii rpymme y 6 u3 27 nauues-
Tok ITD ocaoskHmAaCk pasBuTHEM TpOoMOOTHUECKOIT MuKkpoanruonaruu (TMA) nmpoTus 0AHOM B rpymie
XBII. ¥V nanmenTok ¢ Tsoxesoit I1D, nmerommx kanHuko-aaboparopusie nposasaeaus TMA (7/44), ypo-
Beb MAK 6b1A 3HauMMO BbILIE, UeM y ITanueHTOK 0e3 Hux u cocraBua 5345 [3487-13169] MxEA/ma vs
3933 [3057-4747] MxEA/ma [p=0,048].

Bot60dse: y matmenrok ¢ ITD BHe 3aBuCHMOCTH OT CpoKa pa3BuTys, TsoKecTd TedeHus [1D u Haamana
nuan orcyrcrBuA XBII nmeerca nospimenne koHnenTpanuu B kposu MAK, uro orpakaer rumepaxru-
BAIlUIO CHCTEMbI KOMIIAGMEHTA IIPHU 3TOM OCAOXKHEHHH OepeMeHHOCTH. Makcumaapable 3HaYeHua MAK
BBIABACHBI Y IAIINEHTOK, NUMEIOIINUX KAMHIKO-Aa00paTopHbIe npoasaeHusa TMA.

Karouesvie cnosa: npesxaarncus, mpomboniudeckas Muxpoanzuonanus, KoMnaeMeni, Memopano-amaryonufii KoMniexe,
XpoHuueckas 60.1e31b nOYEK

Abstract

Background: Recent studies have established a link between the development of preeclampsia (PE)
and excessive activation or dysregulation of complement system. Investigating this system’s role may aid
in the developing therapeutic strategies for treating PE.

Aims: To evaluate the levels of membrane attack complex (MAC) in blood serum during PE development
in patients with chronic kidney disease (CKD) and the general population.

Materials and methods: The prospective observational study included 44 patients with PE: 17 women
with a prior diagnosis of CKD and 27 women from the general population without a complicating somatic
history. Soluble MAC levels was measured using an enzyme-linked immunoassay (HycultBiotech, Human
Terminal Complement Complex Elisa Kit, HK328-01).

Results: The incidence of mild and severe PE was similar between the groups. Among CKD patients,
29% (»=5) had mild PE and 71% (»=12) had severe PE, compared to 40% (»=11) and 60% (»=16),
respectively. MAC levels were comparable between CKD and general population groups for mild PE
(3933 [2467-6537] wU/ml vs 3202 [2813-4279] wU/ml [p=0.692]) and severe PE (4139 [3874-4458] pU/ml vs
4805 [3280-9594] pU/ml [p=0.378]), respectively. MAC levels did not differ significantly between mild and
severe PE. In the general population, severe PE showed a trend toward higher MAC levels (4805 [3280-9594]
pU/mL vs 3202 [2813-4279] wU/mL [p=0.054]). Severe PE was complicated by trombotic mictoangiopathy
(TMA) in 6 of 27 patients compared to 1 patient in the CKD group. Among patients with severe PE and
TMA (7/44), MAC levels were significantly higher than in those without TMA (5345 [3487-13169] pU/ml
vs 3933 [3057-4747] pU/ml [p=0.048]).

Conclusions: in PE patients, regardless of the development stage, sevetity or the presence CKD, MAC
levels are elevated indicating hyperactivation of the complement system in this pregnancy complication.
The highest MAC levels were obsetved in patients with TMA manifestations.

Key words: preeclampsia, thrombotic microangiopathy, complement, membrane attack complex;, chronic kidney disease
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BBeaenue

[IpeskaaMIICHA — OCAOKHEHUE BTOPOH IIOAOBIHEL
OepeMEHHOCTH, XapAKTEPU3YIOIas APTEPHAABHOM TH-
nepronneii (Al') B couerannn ¢ nporennypueit (ITV)
HIAU AFOOBIM APYTHIM IIPU3HAKOM IIOBPEKACHUSA OPIAHOB-
murrreneit. Ocaoxussa A0 2-8% cAygaeB OepeMeHHOCTEI
B Mupe, [1D ocraerca BeAyItei IpUYHHON MaTEPHHCKOI
U IePUHATAABHON 3200A€BaeMOCTH U cMepTHOCTH [1].
Eauncrsennsm «aeuenuem» [1D Ao ceroamnsmnero
AHSl OCTAETCS POAOPA3PEIIIEHNE, KOTOPOE HEPEAKO AB-
ASIETCAl BBIHYAKACHHO ITPEKAEBPEMEHHBIM, YTO CAMOCTO-
ATEABHO ITOABEPIAET AOIIOAHUTEABHOMY PHCKY KH3HD
1 3A0poBbe 1mA0AA. CHCTEMa KOMITAGMEHTA BO BPEMA
OepeMEHHOCTH UIPAET BAKHYIO POAb B OOECIEICHIH
HIMMYHOAOTHYECKON TOACPAHTHOCTH OPTraHH3MA MATCPU
K IIAOAY 1 OKOAOIIAOAOBBIM CTPYKTYPaM M 3aIIUTHI UX
ot uadexImi. B cBoro ogepeap, AAf HOPMAABHOM Oepe-
MEHHOCTH CBOHCTBEHHA YMEPEHHASL AKTHBALIUA KOMITAC-
MEHTa, KOTOPAsA YPABHOBEIITUBAETCA IIyTEM IIOBBIIIICHIA
AKTUBHOCTU PEIYAATOPHBIX CHCTEM KAK B KPOBOTOKE Ma-
TEpH, TaK ¥ AOKAABHO B IIAaIleHTe [2-5].

VccaeAoBaHIA ITOCACAHNX ACCATHACTII ITOKA3AAH,
YTO HAPYIICHUE PETYAALNH U/UAN IPE3MEPHAS AKTH-
BAIINSA CHCTEMBI KOMITAEMEHTA ABASETCH BAKHBIM 3BEHOM
maroreresa [10 [6, 7). Takum 0Opasom, HCCAeAOBAHEE
poAH KOMIIAeMEHTA B passuruu [1D BaKHO ¢ TOUKH
3peHns BRIPAOOTKH HOBEIX ITOAXOAOB K IIOTEHITHAABHO
MEAUKAMEHTO3HOH Teparuu [19.

IMean: mccaeAOBATH YPOBEHDb MEMOPAHO-ATAKY-
rorrero kommaexca (MAK) xommaemenrta B CBHBO-
porke kpopu 1pu passuruu 110 y manuenrtok ¢ XbI1
1 B OOIIICH ITOIYAALIHI.

MarepHaAbl 1 METOABIL: B IIPOCIEKTHBHOC Ha-
OAIOAATEABHOE MCCACAOBAHIE BOIIAN 44 IarnneHTKH
c 119, pasaeaennre Ha 2 rpymmel. 1 rpymmy cocra-
BUAM 17 KEHIINH C paHee YCTAHOBACHHBIM AUATHO30M
XBbII, rpymmy 2 — 27 xennus us3 OOIIIEH MOMyASIIN,
HE UMEBIIIHX OTATOIIEHHOIO COMATHYECCKOIO aHAMHE32
(a0 6epemennoctu ue nmesimx Al', XBI1, caxaproro
amabera, CA).

Kpurepuem Al y GepeMeHHBIX CIMTAAN IOBBIIIICHIE
CAA 2140 u/uan AAA 290 MM pT.CT., U3MEPEHHOTO
KaK MIHHMYM ABAKABL C HHTEPBAAOM He MeHee 4 4acoB.
Tamerorr Al camrasacy mpu CAA 2160 mm pr.cr.
u/uan AAA 2110 mm pr.cr. [TV onpeaeasian kak Bbl-
sBAcHue OeAka 20,3 /A B ABX PasoOBBIX HOPLIHAX MOYH,
B3ATBIX € HHTEpBAAOM 6 gac. man =0,3 r/cyr.

B zaBucumoctu ot cpoxa manudecrarmu [19 manu-
CHTKH OBIAM Pa3ACACHBI HA IIOATPYIIIIBL: C PAHHEM Ha-
YaAOM (PAHHSAA, PA3BUBIIAACA AO 34 HEACAN) U C ITO3A-
oM HagasoM [ 1O (mosamsas, passusIasca Ha 34 Heaeae
1 IIO3AHEE).

Vmepennoii [1D canrraan 19, mporexaroryro ¢ yme-
pernoit AT (mpu CAA 140- 159 n/uaun AAA 90-109
MM pr.cT.) B coderarnu ¢ [TV 20,3 r/cyr.

Awmarnos Tkeaon [1D ycranaBamBaAcs 1pu BbI-
sBaeHnn Al' B cOYeTaHMU ¢ IPU3HAKOM/IIPU3HAKAMUI

OpMI’MHOﬂbeIe CTATbU

LIOPAKEHNA OPraHOB-MHIIICHEI: (YXYAIICHIH (DYHKIIHN
mouek: oaurypud, OIII, Hedpormaeckuit cuuApom;
nevenn: AAT uan ACT >40 ME/A ¢ Goaamu uau 6e3
HUX B SIIMTACTPAABHON OOAACTH/IIPABOM KBAaADAHTE
KHBOTA; HEPBHOW CHCTEMBI: TOAOBHBIE DOAH, HAPYIIIE-
HUE 3PCHUS, 9KAAMIICHSA, YTHETCHIE CO3HAHIS, HHCYABT;
IeMaTOAOTHYECKUE OCAOKHEHHA: TPOMOOIINTOIICHIA
menee 150 ThIC/MKA., IPU3HAKA TEMOAN3A: HOBBIILICHHE
Aaxrtataerumaporerassl (AAD), camkerme rarrroraobuma
¢ A Oe3 aHeMHUH; HAPYIIIEHHE ITAAIICHTAPHOIO KPO-
BOTOKA, 3AACPIKKA POCTA IIAOAQ, AHTCHATAABHASA THOCAD
11A0Aa), passurur HELLP-cunapoma. [1pu snavenunsax
AA 6oaee 160/110 mm pr.cr. — [1O nareprperuposa-
AACH KAK THKCAAS.

[Tockoabky kputepun 110 ang marmenTok ¢ XbBIIT
OTCYICTBYIOT, IIPU3HAKAME IIprcoeantenus [ 1D B aTom
CAyYae CINTAAH: IIOTEPIO KOHTPOAS HAA APTEPHAABHBIM
AABACHHEM C IOTPEOHOCTBIO B YCHACHUH AHTHIUIICP-
TEH3UBHOI TEPAIHHN Y IAIIHEHTOK, nMeBInux Al yaso-
ernne [V y marmenTox ¢ panee mvesrmetica [1V; mpu-
COCAMHCHIE IIPU3HAKOB IIOPAKCHES OPIAHOB-MHIIICHEH
(IIepeYnCACHBI BBIIIIE).

Crapun XDBI1 rpaaupoBasn B COOTBETCTBUU C KPH-
tepusvmu KDIGO 2012 roaa u y manueHToK ¢ 3a00Ae-
BAHIAMH II0YEK YCTAHABANBAAN Ha OCHOBAHHH ITOKA3a-
TEAEH PACUETHON CKOPOCTH KAYOOUKOBOI (PHABTPAIIII
(pCK® CKD-EPI ma/MHH.) AO 329aThs, IPUBEACH-
HEIX B MCAHIIMHCKON AOKYMCHTALIUH, CCAU TAKOBBIC
HMEAUCE.

Ocrpoe nospexaenue mouek (OIIIT) amarnoctapo-
BaAn 1pu BHe3artHoM oserneHnn CKp 290 MkMoAB/ A,
uAn temrie Auypesa <0,5 Ma/kr/ 49 B evenue 6 4 / any-
pHn, HAI HEOOXOAUMOCTH AMaAm3a [8]. V marmenTox,
AO 3a9aTHS HMCIOIIUX HapyIIeHue (OYHKIUH IIOYCK,
anarao3 Ol ycranaBAnBaAu Ha OCHOBAHHUH ITOBBIIIIE-
must yposHs Ckp Ha 26,5 MKMOAB/ A B TedeHme 48 yacos
nan B 1,5 pasa u Goace B TedeHue 7 AHEH IO CpaBHe-
HUIO C NCXOAHBIMU AAaHHBIMU I/I/I/IAI/I HpI/I CHHMKCHHN I
oObeMa BeAeAseMoll Moun mMeree (.5 MA/Kr/4 B Tede-
Hue 6 9acos.

CuHApOM TPOMOOTHYECKOH MHUKPOAHTHONIATHI
(TMA) AnarHOCTHPOBAAU B CAYYAE BBIABACHISA Y I1AITH-
catkn KymOc-HeraTuBHOM reMOANTHYECKONR aHEeMUN
B COYECTAHUU C TPOMOOLHTOIICHHECH M IIPU3HAKAMI
ITOPaKEHHUA OPTAHOB-MUIIICHEH. V IAIINEHTOK C BbI-
apaeHHON Tpraaoit TMA nccaeaoBasu yposerp AAL
u rarrroraodusa B kposu. HELLP cumapom pacemarpu-
BaeTCA Kak BapHaHT TaKeAok [0 ¢ pasBuruem Mukpoan-
THOIATIYICCKIX OCAOKHCHIN. VKA3aHHbBIC KANHIYCCKUE
1 AaDOPATOPHEIE ITOKA32TEAN PETHCTPUPOBAAL ITPU IO-
CIIATAAUBAIIE OCPEMEHHOM JKCHIIIHBL B POAAOM AH0O
¢ mopospenuem Ha 1D, AnbOO AAS IPOBEACHNS ITAAHO-
BOI'O MAH 3KCTPEHHOIO POAOPA3PEIICHHA.

3abop kposu Aaf mccaeaosanns MAK ocymect-
BASIACA B BaKyyMHYIO IIpoOupky ¢ DATA mpu rocrmra-
AM3AIINH HAIIEHTKH AO MOMEHTA POAOPA3PEIIEHN HAH
B IIEpBBIE CYTKH I10CAE POAOB. Kposp nentpudyrupo-
Baan ipu 1000 06/mum. B revenne 15 munyr. [Toayuen-
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HYIO ITAA3MY HOMEIAAM B MEKPOLIEHTPUDYKHBIE ITPO-
Oupku Tuma «DIIeHAOPdY, 3aMOPAKUBAAT H XPAHHAH
mpu temaepatype -80 °C A0 IPOBEACHHA HCCACAOBAHIIA.
Coaepixanne pacrsopumoro MAK ompeaeasian merto-
Aom mmmyHOpepmenTHoro anaansa (HycultBiotech,
Human Terminal Complement Complex Elisa Kit,
HK328-01) B cooTBeTCTBHH € IPOTOKOAOM ITPOU3BO-
Antead. PedpepercHbie 3HAYEHNA OIPEACAAANCH KaK
0-2000 MKEA/MA.

CraTncTiyaecKkuil aHAAU3 AAHHBIX ITPOBOAMACH IIPH
romorru mporpammer IBM SPSS Statistics Version 21.
[Tpm onmmcanuy KOAMYIECTBEHHBIX AAHHBIX HCIOAB30-
BAAUCDH CACAVIOIIHE PACYETHBIE TIOKA3ATEAR: MEAHAHA,
25-it m 75-i kBapTuan Me [25; 75%] aubo cpeamce
aprMETUIECKOE U CTAHAAPTHOE OTKAOHEHHUE B 3aBH-
CHMOCTH OT COOTBETCTBUS AAHHBIX HOPMAABHOMY Pac-
peAeAeHIEO. AOCTOBEPHOCTD CPEAHIX OIICHUBAAN Me-
TOAOM HEIAPpaMeTPUIECKOU crarncruku Manna-Yuran
nAH ¢ nomorpio T-recra. ITpy cpaBHEHNE YaCTOTHBIX
IIOKAa3aTEAEH AAfl OLIEHKH AOCTOBEPHOCTH HCIIOAB30-
BaAd Kputepuii coraacus [ Tupcona y? HAM TOYHBIIT KpH-
Tepuit Purmepa. 3HAYMMBIME CIUTAAN PASANIHA IPU
$<0,05; ipu 0,05<p<0,1 KOHCTATHPOBAAU TEHAEHIIHIO.
AAf BBIIBACHUA M OIICHKHI CBA3EH MEKAY HCCACAYEMBIMI
IOKA32TEAAMH, TIPHIMEHAACSH HEITAPAMETPHIECKHI KOP-
peAfnmoHHbIH aHaAu3 10 MeToAy Crimpmena. O cnae
U HAITPABACHHOCTH CBA3M CYAUAH IIO BEAUYHHE H 3HAKY
koadurmenta perpeccun 7. 3HAYUMBIME CIUTAAH
koppeasuuu ¢ p<0,05.

PCSyABTaTI)I HNCCACAOBAHUA

XapaKTepuCTUKA 00CACAOBAHHBIX IAIIMEHTOK:
MEAHAHA BO3PacTa B 0OEHX IpymIrax OepeMeHHBIX
HE Pa3AMYaAach, cocTaBadd 32 [26,5-34] roaa aad marnu-
errtok ¢ XbIT u 32 [25-35] roaa Aaf manueHTOK OOIIe
monyasanuu [p=0,828]. V Bcex marueHToK OepeMeH-
HOCTDB HACTYIIMAQA CAMOCTOATEABHO. AaHHAA OepeMeH-
HOCTD OBIAA TIEpBOH ¥ 8 (47%) maruenTox ¢ XbITuy 9
(33%) Bo BTOpOI IpyIIIE [p=0,544].

B mepsoit rpynme XBIT 1 craaun umeaacs y 10
(59%) manmenrtok, XBIT 2y 3 (18%), XbBIT 3A —y 3
(18%), XBbIT 4 — y 1 (5%). ITocaeaneit manuenrtxe
Ha cpoke 16 HeAeAb OBIAQ HAYATA 3AMECTUTEABHASA IIO-
dYeqHaA Teparud (H3-3a BEICOKOTO YPOBHA MOYEBUHBI,
IIPEBHIIIAIOIIETO AOIYCTUMEI BO BpeMs OepeMeH-
uocta — 17 mmoas/A) Tpuannamu XBIT sBasiance:
xpoumnueckuii raomepyronedput (XI'H) (#=7), ano-
MAAHS MOYEBBIBOAAIINX Iy TeH (#=4), TyOyAO-HHTepCTH-
nuaAbHBIH HepHT (7=2), AmabeTndeckas HepPOIIaTHA
(#=2), 1 IO OAHOMY CAYYAIO: IIOAUKICTO3HAS OOAC3Hb
[IOYEK U MOYCKAMEHHAsA OOAe3HB. BOAbIIIAsA 9acTh maru-
entok (7=15, 88%) ¢ 12-16 HeA. OepeMEHHOCTH TTOAY-
gaau npoduaaktuxy [1D npemaparamu anernacasu-
IIMAOBOM KHCAOTEL

I'pymry OOIIEH HOIYASAIINK COCTABUAM 27 JKCHIIINH,
Ao GepemernocTH He nmeBinux B anamuese AL, XDBIT

u CA.
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XapaKTepHUCTHKA MPEIKAAMIICHH: IIPH AHAAU3E
cpokoB mauudectanun 1D ormedena TeHACHITHA
K OoAee parnemy passururo 110 y manmenTox ¢ XbII,
y kotopbix Me cpoxa 19 cocrasuaa 33 [31,2-35,5] mea.
uportus 34,3 [32,5-36,4] HEA. B rpyIIIIe OOIIEH ITOITyAS-
muu [p=0,056].

Pannas [10 passuaace y 12 (71%) menmmn ¢ XbI1
u y 12 (44%) Bo Bropoii rpymme [p=0,124]. Cpoku
pasBUTHA paHHEH U cBOeBpeMeHHOH [1D B moarpyn-
nax He pasamdasuch: Me aad 1D ¢ panEnM HavasoM
cocraBuaa: Me 32 [30-33] mea. y menmuna ¢ XBIT »s
32,5 [32-33] mea. obrieit onyasrmn, [p=0,232], ¢ mosa-
unM Hagasom: Me 37 [35,5-37,5] mea. v5 36,2 [35,3-38]
mea. [p=0,895] coorercrBeHHO.

YacroTa passurua yMmMepeHHON u Taxeson 11D
B IPYIIIAX 3HAYNMO HE PA3AUYAAACH, COCTaBAAA 29%
(n=5) m 71% (#=12) ans nmammentox ¢ XbIT u 40%
(n=11) u 60% (#=106) y mamueHTOK OOIIEH IOMyAd-
man cootserctsenHo [p=0,531]. K raxesoit [1D Opian
TaKke orHeceHsl cAyuan TMA-ropo6noii [10, xapaxre-
PH3YIOIIEHCS Pa3BUTHEM MHUKPOAHIHOIATHYCCKUX OC-
AOKHEHHH, AHATHOCTHPOBAHHBIX § 6 13 27 IaIlneHTOK
U3 IPYIIEL OOIIel momyasun (u3soAnposanaas TMA
6e3 mpusHakos nopaxkerus nedexnu (#=1) n HELLP-
cuaApoM (7=5) m oanoi nmanuenTku ¢ XbIT (HELLP-
cuHApOM). YacToTa paHHUX IPEKACBPEMEHHBIX POAOB
(a0 34 meaean recrarum) cocrasuaa 29% (#n=5) y na-
rmenTok ¢ XbIT u 18% (#=5) y marmenTok u3 obreit
nonyasnuu [p=0,440].

AHAAU3 OCHOBHBIX KANHHYECKHX KPHTEPHAABHBIX
npossaeauit [1D moxasaa, uro suavenns AA mpu mo-
CTYIAEHHH B IPYIIIAX 3HAYMMO HE PA3AHMYAAUCH KaK
IIpU YMEPEHHOMH, Tak U 1pu TaxeAon 110, Beandmna
u pasosoit, u CI1V npu ymepennoit 110 y manuenrox
¢ XBIT mpeBocxOAMAA TAKOBYIO Y AKEHIIHH U3 «OOIIIEIT0o-
IYAAITHOHHO» IPYIIIIBL, XOTA PA3AMYHA 1 HE AOCTUTAL
CTATUCTUYECKON 3HaumMocTH. Hanporus, npu Tsxe-
Aot 11D pasamane B smavernax CITY craso smaummbiM
(Taba. 1).

MemOpaHo-aTaKyrOIIU KOMIIAGKC y ITAIIEH-
TOK ¢ npesxaammcueii: [laruentku c [19, Bue 3aBu-
CHMOCTH TSDKECTH €€ TEUCHHs M HAAMYHS/ OTCYTCTBIS
COMATHYCCKON IIATOAOTHUH, IMCAH IIOBBIIIICHHYIO KOH-
nentpario MAK B ceBopoTke kpoBu (pedepeHcHbIe
suavenns 0-2000 MmkEA/MA).

3uagenus MAK npu AroOsix BapuanTax [10 y ma-
reHToK ¢ XBIT 1 B 001meit momyasnuu OHAN COIIO-
CTaBHMO ITOBBIIIICHHBIMH 1 COCTABUAN HpI/I yMCpCHHOI/I
1D 3933 [2467-6537] MmxEa/MA vs 3202 [2813-4279]
MKEA/MA [p=0,692], npu 1smxesoit 4139 [3874-4458]
MkEA/MA vs 4805 [3280-9594] mxEA/mMa [p=0,378] co-
orsercteenHO (Puc. 1). [ToBermennsie snavenus MAK
HNMEAM BCC KCHIIIMHBI O6LT.[€HOHy/\HHHOHHOfI rpyHHbI,
TOTAA Kak y ABYX skeHIuH ¢ XbI1 1 craann (mpuamsoit
KOTOPOM ABIAMCH AaHOMAAHA MOYECBEIBOAAIINX ITyTCH
U IIOAMKHCTO3HAA OOAE3HB IIOUEK) ¢ ymepeHHoi 110
snagernst MAK ocraBaance B pedhepeHCHBIX IIPEACAAX,
HIpUOAMKASACH K UX BEPXHEI IPaHHIIE.
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Ta6nuua 1| Table 1

3HauyeHuA apTepuanbHOro fgaBneHMA N NPoTeMHypun y nayneHTokK c I'IpeBKHaMnCI/IeﬁI

Blood pressure and proteinuria values in patients with preeclampsia

XbMcn3 M3, o6wan nonynauyua
MokasaTtenb n=17 n=27 P

My, r/n, Me 0,9[0,9-2] 0,3[0-2,1] 0,954
YmepeHHasn 5 11

Cny, r/cyt, Me 1,3[0,7-3,1] 0,64 [0,5-1,34] 0,282

ny, r/n, Me 1,57 [1-2,5] 0,31[0,3-3,37] 0,926
Taxkenan 12 16

CnY, r/cyt, Me 3,01 [1,08-3,66] 0,82[0,29-3,53] 0,048

CAL, mm pr.cT., ME 147 [137-160] 148 [140-154] 0,909
YmepeHHasn 5 1

OAL, mm pT.cT., ME 101 [92-102] 97 [90-100] 0,391

CAL, mm pr.cT., ME 146 [130-169] 165 [151-179] 0,390
Taxkenasn 12 16

LA, mm pT.cT.,, ME 90 [85-104] 96 [84-114] 0,608

lMpumeyanue: M3 - npeaknamncua; XBIM — xpoHnyeckasa 6onesHb noyek; CALl — cuctonnyeckoe aptepuanbHoe aasnedune; ALl — anactonmuyeckoe aptepuanbHoe

naenenue; MY — npotennypus; CMY — cyTouHaa npoTenHypumsa.

Note: PE — preeclampsia; CKD - chronic kidney disease; SBP - systolic blood pressure; DBP - diastolic blood pressure; PU — proteinuria; DPU - daily proteinuria.

V manmentox ¢ XBIT yposan MAK B moArpymmax
yMEpEHHOM U TsKeAOH [1D 3HAUNMO He PasANYAANCE,
cocraBasist 3933 [2467-6537] MmxEA/MA 1ipu ymMepeHHOM
u 4139 [3874-4458] MxEA/MA 1pu TSKEAOM TEUEHUH
[p=0,527]. B rpymme o0Imueil HONyAAINH OTMEYCHA
TeHACHITHA K OoAce BEICOKHM 3HadeHmAM MAK y ma-
1ueHTOK ¢ TikeAon [10: 4805 [3280-9594] mxEA/mA
vs 3202 [2813-4279] mxEA/Ma, [p=0,054] (Puc. 1). Ao-

IIOAHHTEABHBIN aHAAHU3 IIOKA3aA, ITO B 3TOW IpYyIIITe
y 6 u3 27 manuenTtox [1D ocaoxHmAACE pasBuTHEM
TMA (usoanpoparnas TMA 0e3 nmpusHakoB mopaze-
nns nedenu (7=1) u HELLP-cunapom (#=5), Toraa kak
B rpymre XBIT 3apernctpupoBaH eAMHCTBEHHBII CAYIAI
passurug HELLP-cuaapoma.

Mer cpasuuan suaderus MAK y Bcex maruen-
TOK (#=T) 0obenx rpyrmir, 6 U3 KOTOPBIX OBIAN IIEPBO-

mkEa/mn
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I
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I
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TAXENaA

yMepeHHanA TAXEeNaA

O6was nonynauns

Puc. 1. YpoBHM MeMbpaHO-aTaKyoLero KOMmnaeKkca KoMmiaemMeHTa CbIBOPOTKM KPOBU Y MaLMeHTOK
B rpyrnnax c yMepeHHOW 1 TAXKeson npesknamncmen

| X6

lMpumeyaHue: XBIN — xpoHunueckan 6one3Hb noyek; MAK — membpaHo-aTaKyoLWwmin KOMneKkc

Fig. 1. Serum levels of the membrane attack complex in patients with mild and severe preeclampsia

Note: CKD - chronic kidney disease; MAC - membrane attack complex

Hedponorua u guanus - T. 26, N2 4 2024 439



OpMFMHCIJ'IbeIE CTaTbH

H.J1. Kosnosckas, M.B. Anekceesa, KA. embsHosa 1 coasT.

mMKEa/mn

30000,00—
28000,00—
26000,00—
24000,00—
22000,00—
20000,00—
18000,00—+
16000,00—
14000,00—
12000,00—
10000,00—

8000,00—

6000,00—

YpoBeHb MAK KoMnnemeHTa B CbIBOPOTKE KPOBU

4000,00 3933
2000,00

,00—

p=10,048

5345

6e3 TMA
n=37
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Puc. 2. 3HaueHns MeMbpaHOo-aTaKyloLLero KOMMIEKCa y NMaLMeHTOK C TAKENON npesKknammncuen,
MMEBLUMX C KIIMHUKO-NabopaTopHble nposasneHna TMA v 6e3 Hux

MpumeyaHue: TMA - TpomboTMUeCKan MrKpoaHrimonatus; MAK — membpaHo-aTaKyoLWuii KOMMeKC

Fig. 2. Serum levels of membrane attack complex in patients with severe preeclampsia,

with and without clinical and

laboratory manifestations of TMA

Note: TMA - thrombotic microangiopathy; MAC - membrane attack complex

OepeMeHHbBIE, UMCIOIIUX MUKPOAHIHOIATHYCCKUIE
OCAOMKHEHHSA, U B OTCYyTCTBHE ITOCACAHUX (7=37).
Oxa3aA0Cbh, ITO y HALUEHTOK C TkeAon [10, mme-
IOINNX KAUHHKO-AaOopaTopHbie mpossacHut TMA,
yposerb MAK GBIA MAKCHMAABHO BBICOKHM, 3HAYHMO
IIPEBOCXOAA TAKOBOW y IAIHMEHTOK O€3 IIPHU3HAKOB
TMA. 3uagenns MAK cocraBuam 5345 [3487-13169]
MKEA/MA u 3933 [3057-4747] mxEA/MA, cooTBet-
creenno [p=0,048] (Puc. 2.) Ormedena TeHACHIHA
K 3HAYMMOCTH KOPPEAAIIMH MeKAY yposHAME MAK
u AAL [r=0,299, p=0,064] n sHaunmas KOppeAmmsa
MexAY ypoBrAMH MAK 1 kpeaTHHHHOM CBIBOPOTKH
kposu (Ckp) [7=0,380, p=0,011] 8 momenT I10.

OGcy>xaenue

Hecmorps Ha T0, uto I1D onmcana I'ummmokparom
B 5 BEKe AO HAIIIE 3PBI, MEXAaHU3MBI €€ Pa3BUTHUSA IIPO-
AOAKAFOT AKTHBHO H3Y4YaThCA, ITOCKOABKY HH OAHA
Teopus matorenesa [1D He mosBoAmAa OIpPEACAHTD
HAIIPABACHHA AASl Pa3PaOOTKH TAPAaHTHPOBAHHOIN 3¢b-
pexTUBHON TPOMUAAKTHKE U ACUCHHA ITOCACAHEH.
Bpaun nporaoro noaaraan, aro passurue [10 cpasano
C POCTOM TIAOAA U €TO POKACHHE OBIAO, AA U CEFIac
OCTAETCA, EAUHCTBEHHBIM METOAOM «AcdeHuA). OAHAKO
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CErOAHA HE BBI3BIBACT COMHEHUI TOT (PaKT, ITO TAABHAS
POAB B passuTad 11D mpuHAAAEKNT IAAIIEHTE.
Beaytuett teopuett [1D sBasieTcs Teopus aHIHOTCH-
HOTO AMCOAAAHCA, HACTYIAFOIIETO H3-33 HAPYIICHHS NH-
BasuK TpOH0OOAACTA H PEMOAEANPOBAHNUS CITMPAABHBIX
apTepHI MATKH HA PAHHUX CpoKax Oepemernoctu. [Ipo-
IPECCHPOBAHMUE IIPOIIECCA IECTAIIMI IIPUBOANT K HAPY-
IICHHIO IIep Y3 IAALCHTH U e€ miremu. Miemnsu-
POBaHHAS [IAAIICHTA HAYMHACT B H30BITKE BEIPAOATHIBATH
U CCKPETUPOBATH B KPOBOTOK MATEPU AHTHAHTHOTCHHBIC
pakropsr (B epsyto ogepeab sFlt-1 — soluble fms-like
tyrosine kinase-1/pacrBopumas fms-rioaobuas Tupo-
3MHKIHA32-1 1 3HAOTAMH), KOTOPBIE CBA3BIBAFOTCA C AH-
rrorenuevE akropamu (VEGF — vascular endothelial
growth factor/cocyArCTIl 9HAOTEAMAABHBII (haKTOP
pocra cocyaos, PIGF — placental growth factor/maa-
HeHTApHBIH (HAKTOP POCTA COCYAOB), OAOKHPYS HX
AeficTBHE. DTO IIPUBOAUT K PA3BUTUIO CHCTEMHOIO 9H-
AoteAnosza. OAHAKO HPHYHHBL, ITOCPEACTBOM KOTOPBIX
peaansyerca anti-VEGI Mexanusm, mo-pexaemy ocra-
fotcs mpeaMeToM usydenus. CTaA0 HAKAIIAMBATBCA BCE
GoAabItie paboT, OTPAKAIOIINX BAKHYIO POAb CHCTEMBI
KomrraemenTa B rarorerese I10. Hexonrpoanpyemas
AKTUBALINA ¥/ MAU HAPYILICHUE PEryAALIN PabOTHI KOM-
IIAEMEHTA IIPUBOAAT K HEKOHTPOAHPYEMOMY (hopMH-
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posarnio MAK, 06AaAafoIIero MOIIHBIM IOBPEKAALO-
M BosactictBreM Ha KAeTk. MAK (C5a-9) asasiercs
TEPMUHAABHBIM KOMIIACKCOM BCEX ITyTEH KOMIIACMCHTA.
[Iponnkas gepes memOpany kaetku-muriern, MAK
o6pasyeT B HEH IUAMHAPUYHBIN KaHAA, IO KOTOPOMY
BHYTPb KACTKHU IIOIIAAAIOT HOHBI HATPHA U BOAQ, UTO
IIPUBOANT K €€ OCMOTHYIECKOMY PA3PYIIIEHHIO.

B 2006 roay Girardi G et al. BeIaABHHYAN THITOTESY,
COIAACHO KOTOPOI HAPYIIEHHA B pPA0OTE CUCTEMBI KOM-
IIAEMEHTA MOZKET CITOCOOCTBOBATH passuThio 1D yepes
B3AUMOACHCTBHE C AHTHOTCHHBIMU (DAKTOPAMI, AOKAAU-
30BAHHBIMHI Ha IPAaHUIIE MaTh-TIAOA [5]. Ha skcrieprven-
TAABHBIX MOACAAX OBIAO YCTAHOBACHO, YTO H30BITOUHAS
AKTHUBALIUA KOMIIAGMEHTA, B IIEPBYIO OYEPEAD, HAPACTA-
FoIree coaepxanne komrmonenTa Ca, BAUAA HA KACTKI
Tpod0obAACTA, IPUBOAUT K ALCPEIYAALIMY AHTHOICH-
HOTo DaAaHca 32 CUET IOBBIIIECHIA KOHIIEHTPAIIIH ITHpP-
kyaupytortero sFlt1 [5, 9]. DxcriepuvenTasbHbBIE AAHHBIE
I1037K€ OBIAU IIOATBEP/KACHBI OOHAPYKEHIEM Y IIAI[HCH-
tok ¢ 119 m HELLP-cmrApOMOM MaccHBHOI A€TIO3H-
o B maarieare MAK [6, 10, 11]. HeaaBree nccaeaosa-
HUE TAK/KE BEIABUAO BBIPAKEHHYEO AKTUBAIIHEO CUCTEMEI
KOMITACMCHTA C OTAOKeHHeM AcrmozuToB MAK ma akru-
BHPOBAHHBIX 9HAOTCAHAABHBIX KACTKAX Y BCEX IIAI[HCH-
Tok ¢ HELLP-cuaapomom n'y 90%0 sKeHITHIH ¢ THKEAOIM
19, I1pu 9TOM IIOBBIIIICHHAS AKTUBHOCTD KOMITACMCHTA
COXPAHAETCA M IIOCAE POAOB: B TedeHue 6-9 MecsarieB
y manuerTok ¢ HELLP-cmaApoMoM m B TeueHnme
40 amett y sxenrua 10 ¢ moxeasiMu mpusHakaMu [7].

[ToMuMO AOKAABHOM AKTHBAIINN KOMIIAEMEHTA
B IIAAIICHTE, H3YIAAACh TAKKE AKTHBHOCTD KOMIIAC-
MEHTA B KPOBH IIAIHEHTOK ¢ TaxeAol [19 m HELLP-
cuHAPOMOM. OAHAKO PE3YABTATHI 3THX MCCACAOBAHUI
IIPOTHBOPEYMBBL: B OAHUX U3 HuX 3HadeHns MAK mpu
1D ObrAM cOMOCTABUMBI € KOHTPOABHBIMH IPYIIITAMHI
[12-15] B ApPYIHX OKA3aAHCH IIOBBIIICHHBIMY Y JKCHIIIIH
c 19 [2, 16, 17].

PesyABTATEI HAIIICTO HCCACAOBAHILA, BBIBUBIIIETO IO~
soireHHbl yposerb MAK y marmenrok ¢ 10, B Tom
YICAE M UMEFOINX pasnble craann XbBIT, coraacyrores
¢ mocAeAHuMH. [loBblIIeHIE YPOBHSA TEPMUHAABHOTO
KOMITACKCA KoMItAeMeHTa 11pu 1D, mo-Buanmomy, orpa-
KaeT CTEIIEHb S3HAOTEANAABHOI AUCYHKIINHI, KOTOPAA
HanOOAEE BEIPAKCHA Y IAIIMEHTOK C TKeAoH 119, oco-
6erno umerortux mpusnaka TMA (Bcero 6 marnneHToxK
¢ HELLP-cunapomom u 1 manuenTka ¢ ©30AMpPOBAH-
HBIMH IPU3HAKAMH MUKPOAHIHOIATHYIECKOIO TEMOAH32
U TPOMOOIINTOIIEHHEH). DTy TOUKY 3PEHUS MOATBEPIHK-
Aaet padora M. Palomo et al, B koTOpOIi MAKCHMAABHO
BBIPAKEHHbBIE IIPU3HAKH AKTUBAIII KOMITACMEHTA yCTa-
HOBAEHBI UMeHHO Y sxeHInH ¢ HELLP-cunapomonm [7].

B meaaBHel nybaukanuy OHUHCKUME KOAAEIAMU
peAroxKeHO BeiAeAeHue 11D, mporekaroriedt ¢ MEKpO-
AHTHONATUYCCKUMU IIPOABACHHUAMI, B OCOOBIH (heHO-
THII, 0003Ha4HB ero TepmuHoM «I'MA-1oA0GHasA [TD»
[18]. I[IpeacTaBasiercs, 9TO BRIACACHNIE STOrO (DEHOTHUIIA
1D ompaBaano, TaK Kak IOAOOHBIN IIOAXOA DYAET CIIO-
COOCTBOBATDH CBOEBPEMEHHOIT 1 OoAce ToIHOM Andbde-
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PEHIIMAABHON AMATHOCTHKE U Pa3pabOTKe HOBBIX ITOA-
XOAOB K AEUEHHIO.

B kagectBe maarocTpannu 0OOCHOBAHHOCTH BBIAC-
aexua TMA-mmoao6Ho# [1D npuBoANM KAMHIYECKOE
HabArOAeHue HarueHTku ¢ pannedt [10 i yposnem MAK
13169 MxEA/MA, B 6,5 pa3 IPEBBIIIAIOIIIM BEPXHIOIO
rpaHuIy pedepeHCHOrO 3HAYEHNUSA, IPHYEM AHATHO3
HELLP- cuaApoMa B 3TOM CAy4Yae YCTAHOBACH HE OBIA
13-32 HECOOTBETCTBHA AKTUBHOCTH IT€YCHOYHBIX TPAHC-
AMHHA3 KPHTEPUAABHBIM IIPU3HAKAM ITOCAEAHETO.

[TarmmenTka 22 Aer, Ge3 OTATOIIEHHOTO COMATHYE-
CKOT'O H aKYIIIEPCKOIO aHAMHE30B, CO CPOKOM OepeMeH-
HOCTHU 32-33 HEACAH ITOCTYIIHAA B SKCTPEHHOM ITOPSAKE
B POAHABHBII AOM B CBSI3H C PA3BHTHEM CEPUH CYAO-
posxubIx Iprcryios. Hacrosmas Gepemennocts — mep-
Basl, CAMOCTOATEABHAA, IIPOTEKaAd De3 ocobeHHoCTeH
AO 24 HeAEAN, KOTAQ BIIEPBBIE OTMEYEHO IIOBBIIIIEHHE
AA a0 130-140/90 mm pr.cr. PekoMeHAOBAHHYIO Bpa-
YOM AHTUTHIIEPTCH3UBHYIO TEPAIHIO HE IIPHHUMAAA,
AA B AaAbHEIIIIIEM HE KOHTPOAHPOBaAa. B nagase 32 me-
AeAU OEPEMEHHOCTH — ITOABACHUE CHMMETPHYIHBIX OT-
€KOB HIDKHIX U BEPXHHUX KOHEIHOCTEH, KOTOPBIC ITAI[H-
CHTKA CBA3BIBAAA C AAUTCABHEIM IIPCOBIBAHIEM Ha HOIAX,
32 MEAHIIMHCKOI IIOMOIIIBIO He oOparasacsk. Ha cpoke
32 HeaeAM U 5 AHEIT BO3HHKAA CEPUA TOHMUYECKUX, 3aTEM
KAOHIYIECKUX CYAOPOT, IIOTEPs CO3HAHUSA, 3APETHCTPH-
posano nossitenne AA A0 180/110 mm pr.ct. Amarso-
CTHPOBAHA SKAAMIICHSA, TOCIIUTAAU3UPOBAHA B POAAOM,
A€ 9KCTPEHHO OIEPATUBHO poAopaspertieHa. PoAnacs
KIBOI HEAOHOIIEHHBIH MaAbuHK (pocT 42 cM, Bec
1570 rpamm, Anrap 7-8). [lpu oOcaeaoBaruy y manu-
CHTKHU BBIABACHBI IIPU3HAKH TEMOAUTHYCCKON aHEMUH
(remorao6buu 109 r/a, AALI 516 ea/a (1: 0-247 ea/A),
rarrroraobun 0,1 r/a (m: 0,4-2,4 v/ A), TpomboLITO-
neund (Tpomboruter 52 teic 10 POHMO), TpU3HAKK
nospexaenns modek (Cxkp 100 MKMOAB/ A, B pa3oBOil
nopuun Moun 6eAok 3,84 v/ Ges usmenenus mode-
BOIO 0CaAKa), HesHaunTeAbHbIH nuroans (AAT 58 ea/a,
ACT 62 ea/n) [Ipr KT roaoBHOro Mo3ra AaHHBIX
32 HAAMYHE OPTAHHYECKON IMATOAOTHH HE IOAYICHO.
B cBsisu ¢ BoriBAcHHEBIME ITprsHakamMu TMA mpoBoan-
AACh ITAA3MOTEPAIIHS, BEIIIOAHECH CEAHC I1AA3000MEHA
c samernennem 2090 ma mmaasmer. B pesyabraTe mpo-
BOAHMOTO ACUCHUA OTMEYCHA OBICTPAS 3HAYMMAA I10-
AOKHTEABHAS AUHAMHUKA B BUAC HOPMAAN3AIIUH YHCAA
TpoMOOIHTOB (TpoMOOLKTEL 416 THIC), KYIIUPOBAHIA
[IPU3HAKOB MUKPOAHTHOIATIIECKOIO TEMOAH32 (TEMO-
raobun 111 r/a, AAT' 201,5 ME/ A), HopMaAnsarm 1o-
geqnbix rokasareaeit (Ckp 61,6 MkMOAD /A., B AHAAT32X
Moun OeAok otcyrersyet). Ha dhore komOurnposarHoit
AT'T aocrurayra Hopmortonnst (AA 120/80 mm pr.cr.).
[TarenTka Bemmcana Ha 14 CyTKH B YAOBACTBOPHTEAD-
HOM COCTOSIHIIL.

V AAHHON HAITHMEHTKH HACTOAIIAA OePEMEHHOCTb
OBIAQ ITEPBOIL, IIPU KOTOPOM, COTAACHO AAHHBIM AHTE-
patyper, puck 10 Brimre [19-21], uro, mo-BuAIMOMY,
CBA3AHO C MMMYHOAOTHYECCKON PeaKkIuerl OpraHu3Ma
Marepu Ha OepemenHOCTS [22]. B Harrem nccaeaosa-
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Huu 6 u3 7 maruenTok ¢ TMA nmean mepyro Oepe-
MEHHOCTB, YTO, BO3MOKHO, KOCBEHHO MOZKET OTPAKATH
BKAQA AC3AAAIITAIIIN UMMYHHOI CHCTEMBI, B YACTHOCTH,
YPE3MEPHOMN aKTUBAIIUH CHCTEMBI KOMITAGMEHTA, B Pas3-
Burre [10.

MAK — kArouesoit MEAHATOP TOBPEKACHHSA ITPH
TAKOM 3200ACBAHUH, KAK ATHITMYHBIH I'€MOAHTHKO-
YPEMHYECKHIT CHHAPOM, KOTOPBIH CETOAHA PACCMATPH-
BAIOT KaK IIPOTOTHIIMYECKUI BAPUAHT KOMIIAEMCHT-
ortocpeposannoit TMA. Mssectro, aro npuMenenne
KOMITAEMEHT-OAOKHPYIOIICH TEPAITHH ITOKA3aA0 CBOFO
Heocrropumyro 3 EKTUBHOCTD B ACIEHHH AAHHOTO
3aboaesanus. Penorummaeckasn oOmHOCTS MexKAy al VC
u HELLP-cuaapomom/TMA-tioao6u0it 11D 1o3so-
ASIET, XOTA U C OCTOPOKHOCTBIO, ITPEATTIOAATATD, ITO AAS
AQHHBIX ITAITHEHTOK KOMITAEMEHT-OAOKHPYIOIIAs Tepa-
IIHA MOKET OKa3aThcA 3(PPEKTUBHBIM METOAOM Tepa-
. B Aurreparype nmeercst ormcaHme yCIerHoro IpH-
MeHEHHA DKYAH3yMaba B ACICHUHU paHHEH (Ha CpOKe
26 meaean) taxesont 10 ¢ HELLP-cuaapomonm, uto
IIO3BOAHAO IIPOAOHTHPOBATH OepeMeHHOCTH Ha 17 AHer
U CHU3UTG IlepruHaTaAbHble pucku [23]. MssectHo, uto
IIEPUHATAABHBIE PUCKH 3aKOHOMEPHO COIPOBOKAAFOT
[1O. A passurue panreit taxeAoit 10 (A0 34 Heaen
TECTAITIH) COIPAKEHO C HEOOXOAUMOCTBIO SKCTPEH-
HOTO AOCPOYHOTO OIIEPATUBHOIO POAOPA3PEIICHUA,
KOTOPOE B HAIIEM HCCAEGAOBAHHH COCTABHAO Y 7KEH-
e ¢ XbIT 29%, a B obwiest momyasun — 18%, arto
B COBOKYITHOCTH 9TH PUCKH 3HAYHUTEABHO ITOBBIIIIACT.
VIMeHHO 1TO9TOMY TaK BasKHBI ITOIIBITKH ITOMCKA MEAH-
KAMEHTO3HBIX ITOAXOAOB K IIPOAOHTUPOBAHHUIO Oepe-

UncpopmuposaHHoe cornacue:

H.J1. Kosnosckas, M.B. Anekceesa, KA. embsHosa 1 coasT.

MEHHOCTH Y nanuenTox ¢ [19, mossoadromux cHusuTh
PUCKH MATEPUHCKOIT H IIEPUHATAABHOI 3a00AEBAEMOCTH
U CMEPTHOCTH HE3ABUCUMO OT HAAMYHSA HAU OTCYTCTBHS
COMATUYECKOH MaTOAOTHHU. PabOTHI 110 HCCACAOBAHHIO
CHCTEMBI KOMITAeMeHTa 11pH 1D ceroans oTkpeBaroT
TaKue BO3MOoKHOCTH. Ho 1moxa, X014 M HIMeroTCs AAHHEIE
0 0e30I1aCHOM IIPUMEHEHHH DKyAu3ymMaba y OepemeH-
HBIX [23-20], BOIIPOC O €r0 HCIOAB30BAHUU AAS ACUEHIUSA
1D ocraercs OTKPBITHIM.

Hame nccaeaoBaHme HE AMIIEHO OTPAHMYECHHH.
B gacrHOCTH, OTCYTCTBYET IPYIIIA JKEHIMHH C (DH3HO-
AOTUYECKON (HEOCAOKHEHHOM) OEPEMEHHOCTBIO HAH
rpynma-KOHTPOAb. OAHAKO IIOAYYCHHBIC AAHHEIC,
B IICAOM, COTAACYIOTCA C AAHHBIMH AHTEPATYPEL

3akAroueHue

[ToAydeHHEIC B XOAC HCCACAOBAHHUSA PE3YABTATHL
IIO3BOASIFOT IIPEAIIOAOKHTD, YTO IIOBBIIIEHHOE COAEP-
xarue MAK y manmerrrok ¢ I10 mesasucumo ot maamams
nuan orcyrcersust XBIT cBuaeTeAbCTBYeT 00 aKTHUBALHM
CHCTEMBI KOMITAEMEHTA, TIOATBEPKAAA, TAKIM OOPa3OM,
¢€ POAB B PA3BUTHH 9TOTO OCAOKHCHIA OCPEMEHHOCTH.
Haunboasmue suauenms MAK HabAroAaroTcs y mares-
TOK C KAMHHKO-A200paTOpHbIME ITposBAeHuAMI TMA,
pudem He ToAbKO uMerorux HELLP-cuaapoM, gto
AeAaeT 0OOCHOBAHHBIM BBHIACACHIHE 0COOO0TO (heHOTHIIA
1O — TMA-mroa06mo0i1 1D, Takum ob6pasom, mouck co-
BPEMEHHBIX MEAUKAMEHTO3HBIX IIOAXOAOB IIATOICHETH-
veckoro Aevenus 11D HeBo3MOxkeH 0e3 AAABHENIIIEro
U3YYCHUA POAU KOMIIACMCHTA.

Bce YYaCTHVKK Aanu VIHCbOle/IpOBaHHOG corfacue Ha y4actme B UCcnegoBaHnm N Ha I'|y6J'|l/IKaLLVIPO KINVHNYECKUX AaHHbIX.
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Pesrome

ITeabro paboTHI OBIAO YCTAHOBHUTH CBA3B MEXKAY Hapynienuamu B cucreme ADAMTS13/akrop Bua-
AebpaHAa/TPOMGOIUTEI M BEPOATHOCTBIO ACTAABHOIO HCX0AA ¥ 60apHBIX COVID-19 (2=88) c Hapyme-
HHUeM (PYHKIHH II0YeK U TpoMmbonuronenueir. O6beKTaMiu AAHHOIO PETPOCIIEKTHBHOIO MCCACAOBAHUA
O0b1aHu 6oABHBIE, IpoxoAnuBIIHE AeueHUE ¢ Madg 2020 r. mo aBrycrt 2022 r. B HeppOAOrIUECKOM OTAEAE-
Huu KB Ne 52 r. Mockssl. ITokasaTeAn KpoBU OIPEACATAU IIPHU MOCTYIIACHUH ITAIIEHTOB B CTAI[OHAD.
Meanana akrusHoctu ADAMTS13 y Beimucanasix 60AbHBIX (1=62) cocraBasgaa 91,0% ot Hopmsr (95%
AU 75,0-105%), a y ymeprux (2=26) 6p1aa cHmkeHa Ao 74,0% (95% AU 42-84%; p<0,001). B oramume

OT 3TOrO0, CoAeprKaHue aHTHreHa ¢daxropa Buasebpanaa (pB) u akrusHOCTE DB y G0ABHEIX OBIAM 3HA-
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OpHruHanbHble cTaTby E.C. Msanosa, M1.M. Aegonun, O.H. Koterko 1 coasr.

YUTCABHO BBIIIIC HOPMBI, HO B rpyr[rlax BBDKHUBIIINX U yMepHII/IX HE paSAI/I‘-IaAI/ICB. KOAI/I‘ICCTBO TPOM60-
IUTOB Y BBDKUBIIHUX COCTaBAAAO 114X103/MKa (95% AHM 103 a0 128%103/mKa), y ymeprux 43,0X103/mxa
(95% AM 25,7 p0 59,9%103 /mKa; p<0,001). Uricao TpoMOOIMTOB B I1Aa3Me KOPPEAHPOBAAO C AKTUBHOCTHIO
ADAMTS13 (xoappurnment Crimpmena tho = 0,514; p<0,001) u He 3aBHCEAO OT COAEPIKAHUA U AKTUBHOCTHU
¢B. B rpymnme 60ApHBIX, KOTOPBIM IIPOBOAUACH remoanasns (I'A), camxenne akrusaoctn ADAMTS13
U KOAUYECTBA TPOMOOIIUTOB AOCTOBEPHO KOPPEAHPOBAAO C ACTAABHBIM HCX0A0M. AHasn3 ROC-kpuBbix
Aas akruBHOCTH ADAMTS13 1 koAmYecTBa TPOMGOLIMTOB KAaK IIPEAMKTOPOB CMEPTHOCTH ITOKA3aA, YTO IIPH
3HavyeHuax akrusHocT ADAMTS13 <79% u <53% orHomenue mancos (odds ratio — OR) Aas AeTass-
HOTO0 ucxoAa y narmenToB Ha I'A (2=58) cocrasmao 8,53 (95% AU 2,12-34,3; p=0,0025) u 27,6 (95% AU
3,11-245; p=0,0029), ipu xoamuectBe TpomGoumToB <75X103/MKra OR Gb120 pasno 10,9 (95% AU 3,00-39,2;
2=0,0003). Y manmenros Ha I'A ¢ ocTpbIM HOpaXkeHUEM ITOYEK, PA3BUBIIIEMCA HA (DOHE XPOHUUIECKOI 60-
Ae3uu rrouek (#=10) npu axruBHOCTH ADAMTS13 <79% OR AAst A€TaABHOTO HICX0AQ GB1AO paBHO 117 (95%
AU 19-7960; p=0,023). ¥ narmenros 6e3 I'A u y manueHTOB ¢ TPAHCIAAHTHPOBAHHOI ITOUYKOH He OBIAO
3HAYNMOM KOPPEAALH MeXAY cHiDKeHneM aktuBHOCTH ADAMTS13 1 AeTaabHOCTEIO. BepoarHocTs BBI-
sxuBaHua y narpeTos ¢ COVID-19 ma I'A uepes 35 AHeli TocAe IOCTYIACHUA B KAMHUKY IIPH AKTHBHOCTH
ADAMTS13 <53% 6s1aa B 3,22+0,92 (p<0,01) paza Hmke, yeM y nmanueHToB ¢ akTuBHOCTEI0 ADAMTS13
>53%. IToayueHHbIe AQHHBIE YKAa3bIBAIOT, 4TO y HarmeHToB ¢ COVID-19, HaxoAAmmuxcsa Ha reMOAHAAH3e,
CHIDKeHHBIe ToKazarean akTusHOCTH ADAMTS13 1 koAmdecTBa TpOMGOLIITOB MOTYT OBITH HCIIOAB30BAHBI
B KA4E€CTBE IIPEAUKTOPOB HEOAATrONIPUATHOI'O UCXOAA.

Karouesote cnosa: xponuveckas bonesme nowex; COVID-19; eemoouanus; ADAMTS13; mpomboyunrve; paxmop Busse-
Gpanda; cymepmrocns

Abstract

Aim. The study aimed to explore the relationship between disturbances in the ADAMTS13/von
Willebrand factor (vWF)/platelet system and the risk of mortality in COVID-19 patients (2=90) with
impaired renal function and thrombocytopenia. The retrospective analysis included patients treated between
May 2020 and August 2022 at the nephrology department of the 524 city Hospital in Moscow. Blood counts
were assessed upon hospital admission.

Results. Median ADAMTS13 activity in discharged patients (z=62) was 91.0% of normal (95% CI
75.0-105%), and in deceased patients (2=26) it was significantly reduced to 74.0% (95% CI 42-84%,; p<0.001).
Conversely, vWF antigen level and its activity were significantly elevated in all patients but showed no
difference between survivors and non-sutvivors. Platelet counts were 114x103/ul (95% CI 103 to 128x103/pl)
in sutvivors and 43.0x103/ul (95% CI 25.7 to 59.9%103/ul) in deceased patients (p<0.001). Platelets counts
correlated positively with ADAMTS13 activity (Spearman coefficient rho = 0.514; p<0.001) were independ
of vWF level or activity. Among patients undergoing hemodialysis (HD), lower ADAMTS13 activity and
platelet counts were significantly associated with mortality. ROC curve analysis revealed that ADAMTS13
<79% and <53% increased the odds ratio (OR) for mortality in HD patients (2=58) to 8.53 (95% CI
2.12-34.3; p=0.0025) and 27.6 (95% CI 3.11-245; p=0.0029) respectively. A platelet count <75X103/pl rised
the OR to 10.9 (95% CI 3.00-39.2; p=0.0003). In HD patients with acute kidney injury superimposed on
chronic kidney disease (2=10), ADAMTS13 activity <79% increased the OR for mortalirty to 117 (95% CI
1.9-7960; p=0.023). In contrast, no significant association between ADAMTS13 activity and mortality was
observed in patients not undergoing HD or kidney transplant recipients. Survival probability in COVID-19
patients on HD with ADAMTS13 activity <53% was 3.22%0.92 times lower (p<0.01) after 35 days of hospital
admission compared to patients with ADAMTS13 activity >53%.

Conclusion. These findings suggest that reduced ADAMTS13 activity and platelet counts are strong
predictors of poor outcomes in COVID-19 patients undergoing hemodialysis.

Key words: chronic kidney disease; COVID-19; hemodialysisy ADAMTS13; platelets; von Willebrand factor; mortality

Bseaenue

[TarenTsI ¢ XpOHHIYECKOH O00Ae3HBIO 1To4eK (XBIT),
¢ ocrpevm opexAerreM nodek (OII) u marmenTsr,
LIEPEHECIIIHE TPAHCIIAAHTAIINIO IIOYKH, IIPEACTABAAIOT
co0oii 0codo yasumyto At COVID-19 rpyrmy Haceae-
nud [1-4]. Ouenp BaKHO BBIABUTD OHOAOTHYECKIE Map-
KEpPBL B KPOBH OOABHBIX, KOTOPBIE MOKHO HCIIOAB30BATD
AAfl IIPOTHO3UPOBAHUS TAKECTH 3a00AEBAHUSA H CMEPT-
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HOCTH 9THX OOABHBIX. [ToHCKH B 5TOM HAIIpaBACHHH
AKTUBHO BEAYTCH [5], OAHAKO M3BECTHBIE ODMOMAPKEPHI
AASl OIIEHKH PHCKA OCAOKHEHHH BHPYCHBIX HH(EKITHH,
B TOM uncae COVID-19, He ABAAFOTCA COBEPIIEHHBIMU
[6]. Taxeaas popma COVID-19 wacro ycyryoasercsa
IPOTPOMOOTHYECKUM COCTOAHUEM, YTO CBA3AHO C He-
OaaronpuaTHeIME BcXoAamu |7, 8]. IToatomy mpormo-
CTHYECKHE MAPKEPhI BKAIOUAIOT (DAKTOPEI, yUaCTBYIO-
IIre B TpPOMOOOOPA3OBAHNH 1 CBEPTHIBAHIN KPOBH.



Chnxetme aktueroctn ADAMTST3 1 tpombouptonenms kak npeaukTops HebnaronpusitHoro ucxoad y naupentos ¢ COVID-19...

TpomOoTHYeCKIE OCAOKHEHHA BKAIOYAIOT TPOMOO3
IAYOOKHX BEH, ACTOYHYIO SMOOANIO H TPOMOOTHIECKYFO
muxpoanruonaturo (TMA), KoTopsie yCyryOAfSIOT TA-
KECTh TeYCHHA OOAC3HH U YBEAUIHUBAIOT BEPOATHOCTD
cMepTeABHOTO ncxoAa y marmentos ¢ COVID-19 [9].
OAHOM 13 OCHOBHBIX IIPUYHH, IPUBOAAIINX K TMA
U PA3BUTUIO IIOAHOPTAHHON HEAOCTATOYHOCTH, fIB-
AsfieTcsa HapyiueHne (QYHKIHOHUPOBAHUSA CHCTEMBI
ADAMTS13/daxrop Buanrebpanaa (¢pB)/rpombo-
1uTel. MHOTIHE FCCAGAOBAHMSA ITOKA3AAH, ITO YPOBEHb
}bB B mAa3Me IIOBHIIIACTCA § HMAUEHTOB C TAKCAOH
dopmoii COVID-19 [10-15]. V marzertos, ymepriux
o1 COVID-19, 06HApyKeHO 3HAYHTEABHOE YBEAHICHHIC
HMHTEHCUBHOCTU HMMYHO-THCTOXHMUYIECKOTO OKPAIIIH-
Banua B B amporeann aerounsix cocyaos [16]. ITo-
muMoO yBeanderus yposaa B y 0oapaerx COVID-19
otmeuaeTcs camkenne aktnsroctH ADAMTS13 [17].

HeaaBHO OBIAO TOKA3AHO, YTO THKECTD IOPAKCHISA
ITOYEK, IIEHTPAABHOI HEPBHOM CHCTEMBI M APYTHX OCAOK-
Henuit y Aereit, boaerorux STEC-accormmpoBannbm
FEMOAUTUKO-YPEMHIYCCKUM CHHAPOMOM, KOPPEAHPYET
co cumkennem aktusaoctt ADAMTS13 [18]. B cBssn
C 9THM IIPECACTABASAO HHTEPEC OLICHUTH, KAK H3MCHS-
rotest mapamerpst cucremst ADAMTS13/ B/ rpombo-
nurer y manuertos ¢ COVID-19 ¢ conyrersyrormest
maroaoruei modek. Lleapro paboTsl OBHIAO IIpOaHAA-
3UPOBATh, €CTHb AH 3aBHCHMOCTD MEKAY aKTUBHOCTBIO
ADAMTS13, coaepxannem anturena B (Al:pB),
akTHBHOCTBIO (DB, a TakiKe KOAHIECTBOM TPOMOOIIH-
TOB B ITA3ME KPOBH U ACTAABHOCTBIO 9TUX IIAITHECHTOB
U HA OCHOBAHUU 9TOTO OIPEACAUTDH, MOKHO AU HC-
IIOAB30BATH AAHHBIC TIOKA32TEAN AASl IIPOTHO3UPOBAHIA
HEOAATOIIPUATHOTO HCXOAA.

OpMI’MHOﬂbeIe CTaTbU

Marepuasbl 1 METOABI
Onucanue manyeHToB

B perpocnekrusroe nccaeaoBaHme BomAn 88 marm-
CHTOB C HapylIleHHeM (DYHKIIHH IIOYeK, 57 MyKIUH
n 31 xemmuna B Bozpacte oT 21 roaa Ao 83 et (cpea-
Huit Bospact 55,5115,7 Aer), HAXOAUBIIIIIXCA HA Aede-
Huu B HepororugeckoM oTaeaeHun ['opoackoil kan-
auaeckort boabnuIs Ne 52 1. Mockser ¢ urons 2020 .
mo mait 2022 1. V Bcex manueHTOB OBIA YCTAHOBACH
Anarao3 COVID-19, moATBepKAEHHBIH METOAOM 00-
PATHOM TPAHCKPUIIIIUN 1 ITOANMEPA3HOM ITEITHOM Peak-
1 u onpeAeAernem anTuTeA kK SARS-CoV-2 B kposm.
V 85 manmeHToB IpH KOMITBIOTEPHOM TOMOTpad1H BBI-
ABAacHa IHeBMOHUA 1-4 crenenu. Kpurepruamu ordopa
OBIAH ITOBBIIIECHHE YPOBHA KPEATUHUHA CBIBOPOTKH
KPOBH BbIIIIe peepPeHCHBIX 3HAYCHUN AaDopaTopun
U CHIKEHHE YHCAA TPOMOOIIMTOB HIKe pedpepeHc-
HBIX 3HAYEHHH Aaboparopun. 58 marmentos (66%0)
HYKAAAUCH B IIpoBeAeHnn LA mpu atom GOABIIHH-
c1BO m3 Hux Opiam ¢ TepmuHaspHOn XITH (TXIIH)
U IOAYYAAU ACYCHHE IIPOIPAMMHBIM FEMOAHAAU3ZOM
(IIT'A) — 37 manmenTos. V 10 marueHTOB 110TpeOHOCTD
B mposeAennu I'A Opiaa obycaosaera OINIT ma XBIL
OAMHHAAIIAT TAITMEHTOB UCXOAHO HE UMEAU 3a00AC-
BaHuA 11o4ek, u paspurue OIIIT Ob1a0 cBA3aHO ¢ THKE-
apm tegerreM COVID-19. Cpean 30 manmenTtos 6es3
I'A 12 manneHTOB OBIAH TIOCAE AAAOTPAHCIIAAHTALIIH
nouku (ATII) ¢ ymepennoit ancdyHKIIHE TOYETHOTO
TPAHCIIAAHTATA Oe3 MOTPeOHOCTH B IpoBeAcHHH LA,
[ToaHas KAMHHKO-AeMOrpadIIecKas XapaKTepUCTHK
IAIIEHTOB IpeAcTaBAeHa B TabAnme 1. [larmenTer

Ta6nuua 1 | Table 1

KnI/IHI/IKO-AeMOI'pa(I)I/NeCKaﬂ XapaKTepucTuka naumneHToBs

Clinical and demographic characteristics of patients

MauveHTbl 6e3 I

MaynenTtbl IO

Bce XBI ATM Bce oMM COVID-19  OMM Ha XB TXMH

(n=30) (n=18) (n=12) (n=58) (n=11) (n=10) (n=37)
Mon, M, n (%) 15(50%) 8 (44%) 7 (58%) 42 (72%) 8 (73%) 5 (50%) 29 (78%)
Bospact, net 56414 50+15 52411 55417 61+14 63+15 51%17
KT 3-4 cT., n (%) 15 (50%) 9 (50%) 6 (50%) 22 (38%) 7 (64%) 5 (50%) 10 (27%)
:(n"’(;f:;ﬁ" KPOBW  145[106;208] 139[97;189]  152[118;269] # - - -
Hs, r/n 109[89;134]  114[92;139]  100[89;120] 84 [72;105] 74171;95] 81 [70; 95] 87[76;110]
Tpom6ouuTbl, x10°  111[50;146]  85[50;135]  124[44;182] 100 [42; 144] 28[16; 75] 80[40;176] 106 [88; 146]
NAr, Ea/n 447[319;594] 504 [365;675] 382[261;515] 431[322;551] 585 [478;843] 538[377;1516] 357 [289; 495]
ny, r/n 0500209 0500215 047[0,19078] 17[06;45 098[0,36;1,78] 1,91[0,9;6,4] e

* Y naumneHToB Ha ] He yKa3aH ypOBeHb KpeaTUHIHaA KPOBY B CBA3M C €10 HEMHGOPMaTVBHOCTbIO B YCNOBUAX NeYeHnA ceaHcamm ]
** Y naymnenTos ¢ TXMH Ha neyenun Ml He yKasaH yposeHb MY, T.K. y 60/bLUMHCTBA NaLMEHTOB aHypUs
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I'A u marmentst 6e3 I'A He pasangaAnchy o BO3pAacty,
yposuio tpombonuTos u AAI" (p>0,5), a Taxke 10 ga-
crore BeusBAcHUA TsukeAOH muesmonuu (KT 3-4 cr.) —
50% mn 38% coorserctsenno, p=0,3. B rpymnme
marenToB I'A wamme O6srau myxamast (p<0,05), Opra
HIDKE YPOBEHb I'€MOIAOOHHA U BHIIE ypoBeHb 11V
(p<0,005).

PacmpeaeAcHHe MAIMEHTOB B PA3HEIX IPYIIIAX B 32-
BHCHMOCTH OT HE(DPOAOTHYECKOIO AUATHO32 IIPEACTAB-
AeHo Ha pucyHke 1. Kak MBI BHAMM, BO BCEX IPyIIIax

MuenomHaa

100%
HedponaTna

90% | XTUH

XTH
80%
CIMOH

70% cn2

(@1}
60%

npesknamncma

50% NOAMKNCTO3
| Onn/HH3
40%
B vwemunyeckasn
HedponaTns
30%
W rHAC

20% M nvenoHedput

H T™MA
10%

BMrH

0%

Puc. 1. Hedpponornyeckre anarHo3bl naLumMeHToB pasHbIX Fpymnm.

XTUH - xpoHuuyeckuii TyOynovHTepcTiuManbHbii Hepput, XMH -
XpoHuYeckuii rnomepynoHedput, CNOH - cnHApOM nonvopraHHon
HefoctatouyHocTy, C12 — Anabetnyeckaa HedponaTma Ha PoHe ca-
xapHoro avabeta 2 Tnna, C[11 - anabetnyeckas Hedponatnsa Ha poHe
caxapHoro guabeta 1 Tuna, HHS — Hedponatna HeacHow aTnonoruu,
THAC - runepToHuYeckuin HeppoaHrnocknepos, TMA — TpomboTuye-
cKkas MukpoaHruonatus, BINMH - 6bicTponporpeccupyowuii rmome-
pynonedpuT, Il — remopnanmus, Ol - ocTpoe NoBpeXAeHMe noyek,
XBIM - xpoHuyeckas 6onesHb nouek, TXMH — TepMnHanbHas XpoHuue-
cKaA noyeyHasa HeJOCTaTOYHOCTb.

Fig. 1. Nephrological diagnoses of patients in different groups

Abbreviations: CTIN - chronic tubulointerstitial nephritis, CGN -
chronic glomerulonephritis, MODS — multiple organ failure syndrome,
DM2 - diabetic nephropathy associated with type 2 diabetes mellitus,
DM1 - diabetic nephropathy associated with type 1 diabetes mellitus,
NUE - nephropathy of unknown etiology, GNAS - hypertensive
nephroangiosclerosis, TMA — thrombotic microangiopathy, RPGN -
rapidly progressive glomerulonephritis, HD — hemodialysis, AKI - acute
kidney injury, CKD - chronic kidney disease, ESRD - end-stage renal
disease.
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E.C. Msanosa, .M. Asgonmn, O.H. Koreko v coasr.

BCTPEYAANCD ITAIUEHTH C HCXOAHBIM HePOAOTHHUE-
cknm Aumaraosom TMA. B rpymme OIIIT COVID-19
910 OBIA maruent ¢ al'VC. B rpymme 6e3 3I1T 6erao
2 manmenta ¢ al'VC. B rpymme TXITH 6bia 1 marment
cal'VC, 3 manmenrra ¢ AOC n 1 marpreHT ¢ BTOPUIHOM
TMA. Taxum 06pasom, Bcero OBIAO 4 marneHTa ¢ paHee
ycraHoBAeHHBIM Ararao3oM al VC, n3 koroperx 1 maru-
CHT FCXOAHO HAXOAUACH HA TEPAIINH 9KYAH3YMaOOM (T1a-
muent ¢ TXTTH), ABym manmenTam OblAa HHAITIIPOBAHA
TEpPAITHA SKyAH3YMaOOM BBHAY Pa3BUTHUA IIPOIPECCHPO-
BAHISA [IOYEIHOMN HEAOCTATOYHOCTH 1 KAPTHHBI MHKPO-
AHTMOIATHYICCKON reMoAnTrYeckoi anemnn (MAIL'A)
(1 marment 6e3 3ITT u 1 marmernt OIIT ma XBIT), oans
IAIHEHT IIOAYYAA ACICHHUE ITAA3MOOOMEHAMH (ITAIINCHT
6e3 3I1T).

HccaepoBanne IPOBEACHO B COOTBETCTBHHU C XEAb-
CHHKCKOM A€KAaparueil 1 0A0OpeHO AOKaABHOI 9TH-
geckort komuccueii I'Kb Ne52 AemapramenTa 3apaso-
oxpanernns Mockssr. rdopmuposanHOe coraacne
OBIAO IIOAYYICHO OT BCEX CYOBEKTOB, YIACTBOBABIINX
B FICCACAOBAHIH, HAH OT HX 3aKOHHBIX ITPEACTABHTCACIL.

H3mepenne akrusaoctu ADAMTS13,
AT':B n akTuBHOCTH B

Bcewm marpeHTaM IPOBOAMAOCH H3MEPEHHE AKTHB-
noctu ADAMTS13. Axrusrocts B u anturen ¢B
(Al':dB) ompeaeAsirn y cAy9IaiiHO BEIOpaHHBIX 29 BEI-
KHBIIHX ¥ 7 yMEPIIHUX HarmeHToB. OCHOBBIBAsACH Ha I0-
CITUTAABHOH ACTAABHOCTH, TTAIIUCHTHI OBIAM PA3ACACHBI
HA TPYIIIIBI BBUKHBIIIHX H YMEPIIHX C H3YICHHEM OIICHKI
PE3YABTATOB AADOPATOPHEIX ITAPAMETPOB B BEIACACHHBIX
IPYIIIAX.

Axrusrocts ADAMTS13, coaepxanue Al':dpB
u akTuBHOCTH (B ompeaesian B 1aasme, cOOpaHHOI
C IUTPATHBIM AHTHKOATYASHTOM 13 AOKTEBO BEHBI IIPH
IIOCTYIIACHUU ITAIIHEHTOB B OOABHUITY. AKTUBHOCTD
ADAMTS13 B 11Aa3Me KPOBH OIIPEAEAAAHN, UCITOAB3YA
dayopecrerrasii cyocrpar FRETS-VWE73 (Peptide
Institute, Inc., Amomms). Axrasrocts ADAMTS13 BeI-
paKaAH B IIPOLEHTAX OTHOCHTEABHO HOPMAABHOIO
VPOBHS, KOTOPBIH IIPEACTABAACT COOON aKTHBHOCTD
a10ro (pepMenTa B OOBEAMHEHHOM IIAA3ME 3A0POBBIX
AorOpoB. AkruBrOocTs ADAMTS13 vy AOHOPOB KOAC-
6anace B mpeaeax 80-122%. Hmxunit mpeaea anara-
3ona obuapyxerus akrusaocta ADAMTS13 cocraBasa
5%. AxtuBHOCTH (OB B 11A23ME DOABHBIX OIIPEACAAAH
B peaKHI/II/I AITAFOTUHAIIN AI/IO(i)I/IAI/I?)I/IpOBaHHI)IX
TPOMOOIIUTOB C PUCTOIIETHHOM C HCIIOAB30BAHIEM Ha-
6opa pearertos (Buaaebpana-tect Al'-5) kommammm
«Peram», Mocksa. B kagecTBe cTaHAAPTA HCIIOAB3OBAAK
OOBEAMHEHHYIO ITAA3MY 3A0POBEIX AOHOPOB. Hopmans-
HBII AMAIIA30H AAS akTHBHOCTH (pakTopa Brasebpamaa
cocrasaser 50-150%. Arrurer vIWE orpeaeadn mero-
Aom @A ¢ ucnoassosannem Habopa TECHNOZYM®
vWE: Ag 5450201 ELISA (Technoclone GmbH, As-
crpud). HopMaABHBIF ANAITa30H COACP/KAHNSA AHTHICHA
vWF cocrasaser 0,5-1,5 Ea/mA.
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Crarucruka

Aocroseprocts pasamramit aktusrocTrt ADAMTS13
U APYTHX IIOKA3aTEACH B TPYIIIAX [TAIINEHTOB OLCHMU-
BAAH C IIOMOIIBIO OAHO(AKTOPHOTO AHCIIEPCHOHHOTO
aHAAM32 C UCIOAB30BaHHEM Kpurepusa CTbIOACHTA-
Heromana-Keiiaca. KoadpdurmenT parrosoii koppeas-
i Crimpmena (rho) HCIIOAB30BAAK AAS OITPEACACHIS
B3anMOCBS3H MEKAY akTuBHOCTBIO ADAMTS13 1t nu-
Aexcamn @B (axruBHOCTBIO M coaepxanuem Al':pB),
a Takke MeKAy akTuBHOCTEI0O ADAMTS13, naAcKcamu
B 1 koamaecTBOM TPOMOOITHTOB. AAS OIIEHKH BEPOST-
moctu cMepru y maruenTos ¢ COVID-19 mpoBoanacs
amaau3 ROC-KpUBBIX IO IIOKAa3aTEAAM aKTHBHOCTH
ADAMTS13 u koandectsa TpomOonnTos. [Toroxmu-
TeApHOE OTHOIIeHHne mpaBaortopoons (+LR — positive
likelihood ratio) ompeAeAsAH IIpH PasHBIX ITOPOTOBBIX
smagennax aktuBHOCTH ADAMTS13 man gucaa tpom-
GormTos kak orHoreHue Sensitivity/ (1 — Specificity),
9ITO COOTBETCTBYET AOAE YMEPIIHX OOABHBIX, ACACH-
HOE Ha AOAIO BBUKHBINUX. BepOATHOCTD BBIKHBAHIA
IIAIIIEHTOB BO BPeMs IIPEOBIBAHMA B CTAIIHOHAPE OIle-
HHUBAAH C IIOMOINBIO Kpubbix Kamaana-Mariiepa. Cra-
THCTUYECKUI aHAAU3 BBIIOAHCH Ha Oase makera IBM

OpMI’MHOﬂbeIe CTaTbU

Statistics SPSS v.23. KoAndecTBeHHbIE AAHHBIE IIPEA-
CTaBAEGHBI CPEAHIM 3HAYEHHEM CO CTAHAAPTHBIM OTKAO-
HEHHEM IIPI HOPMAABHOM PACIIPEACACHUI HAT MEAUA-
HOU € IPOLEHTUAAMI ITPU OTKAOHECHHHU PACIIPEACACHHUA
OT HOPMAaABHOTO. AAfl YACTOTHOIO AHAAM3A MEKAY
ABYMs HE3aBICHMBIMU BBIOOPKAMH HUCIIOAB30BAACH TOU-
Hel Kpurepui Puirrepa npu aHAAT3e HOMIHAABHBIX
AAQHHBIX, IIPH aHAAU3E KOANYECTBEHHBIX AAHHBIX — KPH-
tepuii Mauna-Yuran. Aad HOCTPOEHNA KOPPEAAIHOH-
HBIX KpuBbIX, KpuBeix ROC 1 Kanaana-Maiiepa ncrioas-
sosaau mporpammy MedCale (MedCale Software Ltd,
beabrus).

PesyabTatsr

Kannnueckue mapaMeTpsl y yMepIIuX
u BppKuBHINX nanuenTos ¢ COVID-19

Mgt mpoBeAr PeTPOCHIEKTUBHbIN AHAAR3 OCHOBHBIX
KAMHHYCCKHX ITOKA3aTCACH Y ITAMIEHTOB 13 prHHBI BbI-
KUBIIIAX U IPYIIIE yMepruxX. Kak BUAHO M3 AQHHBIX,
IIPEACTABACHHBIX B TaDAHMIE 2, IPYIIIBI ITAIIHECHTOB
HE Pa3AMYAAUCD 10 TIOAY U CPEAHEMY YPOBHIO Kpea-
THHIHA KpoBH Y manmenTos 6e3 I'A, I'pyrrma ymeprmmx

Ta6nuua 2 | Table 2

KnuHnyeckue nokasatenn BbKUBLUNX U ymepuunx nayneHTos

Clinical parameters of survived and deceased patients

Bbikuslumne (n=62) Ymepiume (n=26) p
Mon, M, n (%) 43 (69%) 14 (54%) 0,2
BospacrT, net 52+16 65+13 <0,0001
KpeaTuHuH KpoBu y naumeHToB 6e3 [[], MKmonb/n 146 [99; 205] 136 [108; 285] 038
Hb, r/n 99 [80; 118] 80 [70; 103] 0,01
Tpomb6ouuTbl, x10° 115[81; 168] 4319; 81] <0,0001
Nar, Ea/n 386 [292; 527] 540 [481; 870] <0,0001
ny, r/n 0,710,2;1,9] 1,4 [0,6; 6,8] 0,03
Ta6nuua 3 | Table 3
CMepTHOCTb NALMEHTOB B 3aBNCMMOCTU OT noTpe6HocTu B 3MNT 1 npuunHbl npoeeaeHus I
Patient mortality depending on the need for RRT and the reason for HD
BbikuBLume, n (%) Ymepuuue, n (%)
MayueHmeol 6e3 ]
Bce (n=30) 23 (77%) 7 (23%)*
XBM (n=18) 12 (67%) 6 (33%)
ATI (n=12) 11 (92%) 1(8%)
Mayueumeor I
Bce (n=58) 39(67%) 19 (33%)*
Ornncovib19 (n=11) 4 (36%) 7 (64%)**
onn Ha XbM (n=10) 4 (40%) 6 (60%)**
TXMH (n=37) 31 (84%) 6 (16%)**
*p=0,3
** p<0,005
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Ta6bnuua 4 | Table 4

CMepTHOCTb NaLMEHTOB C CENCNCOM B 3aBUCUMOCTH
OT NOTPEe6HOCTY B NPOBEAEHUMN U NOoKa3aHuaM K [

Mortality of patients with sepsis based on the need for
and indications for HD

Bbikusine, Ymepuume,
n (%) n (%)

Cencuc acezo (n=20) 4 (20%) 16 (80%)
MayueHmel 6e3 I[] + cencuc (n=4) 1(25%) 3(75%)
lMayueHmel I + cencuc

Bce (n=16) 3(19%) 13 (81%)

Orln CoVID-19 (n=6) 0 6 (100%)

OnNM Ha XBIM (n=4) 0 4(100%)

TXIMH (n=6) 3 (50%) 3 (50%)

IIAIIEHTOB OBIAA CTAPIIIE, IMEAA DOAEE HI3KHE YPOBHI
reMOrao0uHa, TPOMOOIINTOB 1 OOAEE BHICOKHE YPOBHIU
AAL 1 [TV (taba. 2).

MBI IpOaHAAHSHPOBAAM YPOBEHb ACTAABHOCTH
y marperToB ¢ notpedbroctsio B 3I1T. Kak mokasano
B TabAmIIe 3, B rpymTax marrenTos 6e3 I'A n marmenTos
LA Aoast ymepIInx He pasAHm9arach, cocrasus 23%
n 33% cootserctieHHO (p=0,3). CTATHCTHYECKH 3HAYH-
MBIC PABAHYHA ACTAABHOCTH ITAIIHCHTOB HAOAIOAAAUCH
B rpymmax marueHToB [A: AeTaApHOCTD y manueHToB
¢ OIIT COVID-19 u OIIIT na XBIT 6142 3nauumo
BBIIIe, deM y maruenTos ¢ TXITH (64% u 60% vs 16%,
$<0,005).

Cencrc nabaroaancs y 20 manmentos (22%). Ae-
TAABHOCTD Y IAI[HCHTOB C CEIICHCOM YBCAHYHBAAACDH
B HECKOABKO pa3 u coctaBAfira 80% (taba. 4). [Tpu atom
PA3HUIIBL B ACTAABHOCTH ITAIIMEHTOB C CEIICUCOM Oe3
I'’A n ¢ cericicom + I'A He HabAr0A2A0CH (75% 5 81%,
$=0,892). MuTepecHo, 9To BCe IMAIIMEHTHI C CEITCHCOM
B rpymmax OIIT COVID-19 u OIIT ma XBIT ymepamn,
B 1O Bpems Kak B rpyrie TXITH + cercnc AetaaprOCTD
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E.C. Msanosa, .M. Asgonmn, O.H. Koreko v coasr.

cocrasuAa 50%. OAHAKO U3-32 HEOOABIIIOTO KOATYECTBA
IAIIFEHTOB 9T PAa3HUIIA HE AOCTUTAAA CTATHCTUIECKOI
smagnmocta (p=0,183).

Axruaocrs ADAMTS13
n napamerpsl pB y manmenros

AAfl TOrO, ITOOBI YCTAHOBUTD BO3MOKHYIO CBA3b
MezKAy oOmeHOM dB 1 TpoMbonmToeHnell y 00ABHBIX
COVID-19, msr onpeaeanan akrasHocts ADAMTS13,
yposenb anturena B u akrusHOCTS (B B m1Aa3Me BEI-
KUBIIHX U yMepriux marueHToB. CpeAHee 3HAYCHHE
axruBHOCTH ADAMTS13 v BEDKUBINUX MAIIIECHTOB Ha-
XOAHAOCH B ITPEACAAX HOPMBI B COCTaBAAAO 91% oT ax-
THBHOCTH 3TOTO (DEPMEHTA Y 3AOPOBBIX AFOACH (Ta0A. 5,
puc. 2A). Meanana akrusaoct ADAMTS13 y ymep-
IIIMX ITAITHEHTOB OBIAA 3HAYHTEABHO HITKE, IEM B IPYIIITE
serxuBImx (p<0,001), u cocrasnaa 74% oT HOPMEL
Hamporus, yposens antureHa vWB u ero akruBHOCTH
HE PA3AMYAANCD Y BBUKUBIIHIX U YMEPIINX ITAIIMEHTOB
(puc. 2b, B). Ilpu sTom B 0OeuX IpyIIIax MAIHCHTOB
¢ COVID-19 nokasarean ¢pB ObIAn 3HAYNTEABHO BBIIIIE
HOpMEL Yposens anturera ¢B (cpeanee T cramaapt-
noe orkaonenue) cocrasua 3,82+0,95 ea/ma, #=29)
y BeUKHBINHX manueHToB n 4,1911.42 ea/ma, #=T7)
V YMEpIIHX manueHToB. [IpeAeAOM HOPMAABHBIX 3HA-
genuil yposas anturena pB camraercs 1,0£0,5 Ea/MA.
Axrtusaocts VWB (cpeAnee + craHAapTHOE OTKAOHE-
HUE) Y BBUKUBIIIIX U YMEPINUX IAI[HEHTOB COCTABHAA
3071143% (#n=29) 1 306£185% (#=7), COOTBETCTBEHHO.

Kak moxasamo ma pucyrke 3A, aktuBHOCTS PB KOp-
PEAPOBAAA C COACPKAHIEM B HeM aHTUreHa (Koadpdu-
1ueHT panroBoi koppeasarnun Crimpmena, tho=0,615;
$=0,0001). OaHaxo HE OBIAO BBIABACHO KOPPEAALIUU
MekAY aktaBHOCTIO ADAMTS13 11 yposuem anTn-
rena VWB (koappunment Crnupmena, tho=0,0508;
»=0,7688) (puc. 3B), u Obira cAabo BBIpaKEeHHAA II0-
AOKHUTEABHAA KOPPEAALNA MEKAY AKTHBHOCTBIO
ADAMTS13 n axkrusrocteio vWB (koadduruent
Crmpmena, tho=0,359; p=0,0316) (puc. 3C).
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Puc. 2. AktnBHocTb ADAMTS13 (A), ypoBeHb aHTUreHa ¢B (B) 1 akTnBHOCTb $B (B) B niiasme KpoBU BbKMBLLUX 1 YMEPLUMX NaLMeHTOB.
AkTuBHocTb ADAMTS13 onpegensany y Bcex naumeHToB (n=_88), akTuBHOCTb B 1 aHTureH ¢B (Al:pB) onpepensany y cnyyaiiHO BbIGpaHHbIX
29 BbIXMBLUMX 1 7 yMepLUNX NaumeHToB. MNpeacTaBneHbl MeanaHHble 3HaueHna n 95% aoseputenbHbIi nHTepBsan, ** p<0,01.

Fig. 2. ADAMTS13 Activity (A), vVWF Antigen Levels (B), and VWF Activity (C) in Blood Plasma of Surviving and Deceased Patients.
ADAMTS13 activity was measured in all patients (n=88), while VWF activity and antigen (Ag:vWF) levels were assessed in a random subset
of 29 surviving and 7 deceased patients. Median values with 95% confidence intervals are presented ** p<0.01.
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Puc. 3. PaHroBble koppenaummn mexay ypoBHem aHTreHa ¢B 1 akTuBHocTbio $B (A), Mmexay akTnBHocTbio ADAMTS13
1 ypoBHeM aHTureHa ¢B (B), a Takxke Mexxay akTnBHocTbio ADAMTS13 1 akTBHOCTBIO OB (C).

Fig. 3. Rank Correlations: VWF Antigen Level vs. VWF Activity (A), ADAMTS13 Activity vs. VWF Antigen Level (B),
and ADAMTS13 Activity vs. vVWF Activity (C).
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Puc. 4. PaHroBble Koppenauum mexay aktusHocTbto ADAMTS13 1 konmuectBom TpombounTos (A), Mmexay ypoBHem AT:¢pB
1 Konmnyectsom TpomboLuntoB (B) 1 mexay akTnBHOCTbIO GB 1 KonnyectBom TpomboLUTOB (B).

Fig. 4. Rank correlations: ADAMTS13 activity vs. platelet count (A), AG:vWF level vs. platelet count (B),
and VWF activity vs. platelet count (C).

CACAYIOIIHIT BOIIPOC 3aKAIOYAACH B OIIPEACACHIE
TOTO, KAKOBA CBA3b MCEKAY KOAHYECTBOM TPOMOOIIH-
TOB 1 mapamerpamu B, a TakKe MEKAY KOAHIECTBOM
TpombornToB 1 akTHBHOCTEIO ADAMTS13. Mer 06Ha-
PYKHAH, 9TO § OOCACAOBAHHBIX HAMI ITAIINCHTOB CYILIE-
CTBYET KOPPEAALINA MEKAY KOAUMYECTBOM TPOMOOIIHTOB
n aktuBHOCTEIO ADAMTS13 (K09 dunnent Crup-
mena, tho=0,514; p<0,001), oAHAKO OTCYTCTBYIOT KOpP-
PEAALIIN MEKAY KOAYECTBOM TPOMOOILIUTOB H YPOBHEM
arrrurena dB (koadppurment Crimpmena, rho=-0,0707;
$=0,682) i MEKAY KOAHIECTBOM TPOMOOLIUTOB 1 AKTHB-
Hocteio B (koaddunuent Crupmena, rho=0,0608;
p=0,725) (puc. 4).

Takum 00pasoM, IIPEACTABACHHEIC BBIIIIC AAHHBIC
rOBOPAT O TOM, 9TO COAepikanme aHTHrena hB u ero
AKTHBHOCTb HE KOPPEAHPYIOT C THKECTHIO TCICHUA
COVID-19. Hamrporus, y ymepriux OOABHBIX HAOAFO-
AAAACH CTATUCTHYECKN 3HAYMMOE CHIDKCHHIE aKTHBHO-
cra ADAMTS13 110 cpaBHEHHIO € 9TUM ITOKA3aTEACM
V BBIKUBIIIHIX.

Axrusnocts ADAMTS13 y nanmenTos
C IIOYEYHOM HEAOCTATOYHOCTHEO

Crmxenne aktusaoctn ADAMTS13 koppeaupo-
BAAO CO CMEPTHOCTBIO B OOIIIEH IPYIIIIE ITAIINEHTOB KaK
y MY/KYHH, TaK U Y KeHIIUH (TabA. 5). MBI OLleHHAM, KaK
9T 3aKOHOMEPHOCTb ITPOABAACTCS B TPYIIIIAX IAIINEHTOB
0e3 I'A ¢ XBII, 6e3 A ¢ ATII u ma acwenuu LA, [lpn
paccmorpenrn pasuunsl yposaeir ADAMTS13 y ymep-
IIIUX ¥ BEUKUBINUX HarrerToB B rpymax XbIT 6es I'A
u ATTI cratHCTHYeCKN 3HAYUMBIX PA3ANYUH IIOAYICHO
ue 66170 (p=0,07 n p=0,5, coorBercTBenHO). Cpean
marmenToB ATI] Benkrao 11 manmeHTOB 1 yMEp TOABKO
oanH manuent. Akrusaocts ADAMTS13 y mero Gviaa
HIKE, Y€MYV BBUKUBIIHX, HO O 3HAYUMOCTH 3TOH pas-
HUIIBI U3-32 MAAOM BEIDOPKH CYAHUTH HEAB3SL.

Axrusaocts ADAMTS13 Obira HIKE B rpyIie
ymeprux maruentos ¢ DA (p<0,01). Anaaus axrus-
nocru ADAMTS13 B pasubix rpymmax 60AbHBIX ¢ I'A

BBIAABUA CTATUCTHYICCKH 3HATUMOC PA3AUIHC IIO 9TOMY
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Ta6bnuua 5 | Table 5

AkTnBHOCTL ADAMTS-13 y BbKMBLUMX 1 yMepLumnx nauneHTos ¢ COVID-19 B pa3Hbix rpynnax

ADAMTS-13 activity in surviving and deceased COVID-19 patients across different groups

BbiKumBLlIME Ymepiuve p

Bce nayueHmeol (n=88) 91 [75; 105] 74 [42; 84] <0,001

My>uunHbl (n=57) 88 [74;101] 75 [47; 86] <0,05

»KeHwuHbI (N=31) 94 [86; 117] 68 [39; 82] <0,01
IMayueHmeoi 6e3 I

XBM (n=18) 95[89; 119] 81 [66; 96] 0,07

ATM (n=12) 107 [86,8; 118] 94 0,5
Mayueumer I

Bce (n=58) 85 [71;96] 67 [38;77] <0,01

ornn covib-19 (n=11) 65 [40,3; 90,5] 67 [38;77] 0,8

Oonn xa XBIM (n=10) 95 [85; 98] 53 [36; 74] <0,01

TXMH (n=37) 85[71;96] 79 [44; 91] 0,068
Cencuc (n=20) 85[74;111] 65 [38; 79] 0,024

MpuBefeHbl MeanaHHble 3HayeHUA akTBHOCT ADAMTS13 (%). Yncna BbIKMBLUMX 1 yMepLUVX 6ONbHBIX MO KaXXAOo rpynne nprBeAeHb! B Tabnuue 3.

IIOKA3ATEATO Y BBIKHUBIIINX H YMEPIIUX OOABHBIX TOABKO
B rpymre OITIT ma XBIT. V 60abnbx ¢ OIIT COVID-
19 akTHBHOCTD OBIAA CHIKEHA B OAMHAKOBOI CTEIICHU
y BBUKHBIINX 1 ymeprnux. Y manuentos ¢ TXITH
meanansl akruBHocta ADAMTS13 coorBercrBoBasu
HIDKHEH IPAHHUIIE HOPMBI I HE OTAHYAAHCH Y BBIKUB-
mx 1 ymepinux. [3 20 G0ABHBIX ¢ cercncom ymepAo
16 genrosek, y koropsix akrusHoCcTs ADAMTS13 Gpiaa
HIDKC, 9CM Y BBDKHUBIIIHIX.

MBI OLIEHHAY, MOYKHO AU UCITOAB30BATH CHUKCHHBLI
moxkasateAp aktuBHOCTH ADAMTS13 1 uncaa rpom-
OOIINTOB KaK IPEAUKTOPHI HEOAArOIIPUATHOIO HCXOAQ
BO BCEH IPYIIIIC NAITNEHTOB HA I'A. YyBCTBHTEABHOCTD
u cuerudrarocts akruBHOCTHE ADAMTS13 Anst mpo-
THO3UPOBAHUSA CMEPTH [ALUECHTOB OIIPEACAAAHU IIyTEM
nocrpoenus ROC-kpurix. Ha ocrose amaanza ROC-
KpI/IBbIX 6I)IAI/I paCCqI/ITaHbI 3HAYCHUA OTHOIIIEHMA ITTaH-
coB (odds ratio — OR). DroT mokasareAp orpeAeAsAcs
AAs Bcex 60ApHBIX, Haxoasmmuxcs Ha LA (1), aas Goab-
mex OIIT ma TA (II) m ans 6oapmsx XBIT 6es IA (111).
PesyapraTer IpeAcTaBACHBL B TabANIIE 0. AAf ITAIINEHTOB
IIEPBOM IPYIIIIBI OBIAM BEIOPAHEI ABA IIOPOTOBBIX 3HAUE-
HUSA, IIPH OAHOM U3 KOTOPBIX COOTHOIIICHNE CEACKTUB-
HOCTH 1 CIIeIuUEHOCTH OBIAO OIITHMaABHBIM. Bropoe
oTcedeHHE OBIAO BEIOPAHO TAKUM OOPa3oM, YTOOBI Be-
AMYIHA TIOAOKHTEABHOTO OTHOIICHHSA IIPABAOIIOAOOHSA
(+LR, positive likelihood ratio) 6eraa MakCHMaABHOIA.
Aast rpymr IT u 111 Toukn oTcedeHns AAf aKTHBHOCTI
ADAMTS13 u gncaa TpoMOOIIITOB OBIAM BBIOPAHBI
HCXOAS U3 OITHMAABHBIX 3HAYECHUH CEACKTHBHOCTU
U crenuUIHOCTH.

B rpymme mammentos I'A yixe mpu akTuBHOCTH
ADAMTS13 <79% sumauenne OR AeraabHOrO mC-
XOAQ PaBHAAOCH 8,53 U OBIAO CTATHCTUYECKH 3HAYIMO
(»=0,0025). ITpn 3HaueHnAX aKTUBHOCTH 3TOrO (bep-
MerTa =53%0 BeANYIHA OTHOIICHHA [IIAHCOB BO3PACTaAd
AO 27,6 CO CTOAD K€ BBICOKOH CTATHCTHYECKOHN 3HAYH-
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Moctbio (p=0,0029). CeAeKTHBHOCTD IIPH TAKOM IIOPOTE
ortceueHus Obiaa HemoAHon (42,11%), oaHaxo crerru-
dugnocts moanasace npakrugecku A0 100% (97,44%;
AM 86,5-99,9%). I'pymma marmentos ¢ I'A Gpraa pas-
HOPOAHA. [TOCKOABKY AOCTOBEPHBIEC OTANYHSA IO AKTHB-
Hocta ADAMTS13 MeKAY BBUKHBILIIMU U YMEPIIUMI
nMEAUCh TOABKO ¥ 00AbHEIX ¢ OIIT Ha XBIT (tada. 5),
MBI OITPEACAHAH AAA HEX 3HaueHne OR AeraapHOTO HC-
xoAa. Yixe pu sHauenun akruBHOCTH ADAMTS13 He-
MHOTHM MEHBIIIC HIDKHEH rpaHuisl HopMe (75%) oHO
coctaBuAO 117 ¢ BBICOKOW CTATHCTUYECKON 3HAYUMO-
cTbro (Ta0A. 6). [IpH aTOM CEAEKTHBHOCTD PABHAAACH
100%. 3magenue OR A€TaABHOIO HCXOAQ y HAIIHECHTOB
rpymmsr XBIT 6e3 I'A npu moporosom 3naveHnn ax-
TuBHOoCcTH ADAMTS13 <79% cocrasuao 8,00, Ho oHO
HE UMEAO CTaTHCTHYecKOH 3HaunmMocta (p=0,133).

Bo Bceit koropre 00CAEAOBAHHBIX HAMH OOABHBIX
CpeAHee 3HAYCHIE IUCAA TPOMOOIIUTOB B IPYILIIE YMEpP-
mmx Oe1A0 cratucradeckn 3Haunmo (p<0,0001) mmxe,
YeM B IPYIIIE BHUKUBIINX U COCTABAAAO 43X10%/mrA
u 114X103/mka, coorBerctBenno (TabA. 2). Mot mpo-
sBeAan aHaAu3 ROC-KpHBBIX AAfl IPOTHO3UPOBAHUA
CMEPTH B 3aBHCHMOCTH OT KOAUYECTBA TPOMOOLIUTOB
y HAITHEHTOB, KOTOPBIM ITpoBoAnAca I'A. 3naderms or-
HOIIICHUS IIIAHCOB AASL ACTAABHOTO HCXOAQ DOABHEIX
IIPU ITOPOTOBBIX 3HAYCHUAX KOAMYECTBA TPOMOOILIHTOB
<75%103/mxA 1 <16%X103/MKxA ODAH3KH K COOTBET-
CTBYIOILEMY 3HAYCHUIO IIPH IIOPOTe AAfl AKTHBHOCTHU
ADAMTS13 =79%, oAHAKO IIpH HIOPOTE AASl AKTHBHO-
crr ADAMTS13 =53% onn 6bian B 2-2,5 pasa MeHbIIe
(raba. 6). V 60apabx ¢ O ma XBIT ¢ T'A (Taba. 0,
rpyma IT) Bearmranaa OR AAfl A€TAABHOTO HCXOAA COCTA-
BuAa 10,2, OAHAKO CTATHCTHYECKAS 3HAYUMOCTD 9TOLO
ITOKA3ATEAS, B OTAHMYNE OT TAKOBOTO AAS AKTHBHOCTH
ADAMTS13, 6e1aa meaocratounoit. Haporus, aas
marrenToB ¢ XbIT 6e3 IA (rpymma IIT) stor mokasareas
ABAAACH cTaTHCTHIeCKH 3HAYNMBIM (p=0,0495).
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Ta6nuua 6 | Table 6

YyBcTBUTENBHOCTB U cneundryHoCcTb akTuBHOCTM ADAMTS13 11 KonmyecTBa TpOM6OLTOB
AnA nporHosa cmepTu naumneHToB ¢ COVID-19 c HapylueHeM GpyHKLMY Noyek

Sensitivity and specificity of ADAMTS13 activity and platelet count for predicting mortality in COVID-19 patients with renal impairment

MapameTp AUC Mopor Se Sp +LR OR
I ADAMTS13 0,773 <79 84,21 61,54 2,19 8,53 (2,12-34,3; p=0,0025)
<53 42,11 97,44 16,42 27,6 (3,11-245,6; p=0,0029)
TpombouunTbl 0,800 <75 73,68 79,49 3,59 10,9 (3,00-39,2; p=0,0003)
<16 26,32 97,44 10,26 13,6 (1,45-127; p=0,0221)
I ADAMTS13 0,875 <75 100 75 4,00 117 (1,9-7960; p=0,023)
TpombouunTbl 0,875 <59 66,7 100 16,2 (0,59-442; p=0,099)
Il ADAMTS13 0,662 <79 50,0 84,62 3,25 8,0 (0,53-121; p=0,133)
TpombouunTbl 0,776 <61 85,71 73,33 3,21 11,0 (1,00-120; p=0,0495)
| — Bce naumeHTbl ¢ I (n=58); Il - nauneHTbl OMM Ha XBIM ¢ I (n=10); Il - naymenTbl XBMN 6e3 I (n=18); AUC (area under curve) — nnowagb nog Kpvsoit ROC;

Se (sensitivity) — uyBcTBUTENbHOCTB; Sp (specificity) — cneunduyHocTb; +LR (positive likelihood ratio) — nonoxumTensHoe oTHowweHve npasaonofo6us; OR (odds ratio) —
OTHOLLIEHVE LWAHCOB, B CKOOKax 95% [joBepyTeNbHbIN NHTepBan. AKTBHOCTb ADAMTS13 BbipakeHa B %. KonnuecTBo TpoM60OLMTOB BbipaxeHo Kak Nx103/MKn.

AAf OIIpeAeACHHA BEPOATHOCTH BBLKUBAHIA OOAB-
geix COVID-19 ma I'A B 3aBUCHMOCTH OT HCXOAHBIX
nokasateAeil aktusHOCTH ADAMTS13 mAn koAmgecTsa
TPOMOOIIITOB OBIAU IIOCTPOEHBI KPUBBIE BEIKIBAEMOCTI
Kanaana-Maiiepa (puc. 5). [Tpn mocrpoennn kpuBbIx
U3 PACCMOTPEHHSA OBIA HCKAFOYEH OAHH ODOABHOIL, KOTO-
porit ymep Ha 158 A€HB ITOCAE TIOCTYIIACHUSA B KATHUKY.
[Teproa HabAroacHUs coctaBasin 60 Aneil. B rpyme
manueHToB ¢ akTUBHOCTEIO ADAMTS13 <53% On1A0
8 weaosek, 7 u3 koTopuix ymepan (87,5%; cpeanee
Bpemsa 50%-r0 BeDKHBAHMA COCTABHAO 22,6+5,7 AHeil),
B IPYIIIIE C AKTHBHOCTBIO >53% 0b1A0 49 GOABHEIX,
n3 zHux 10 ymeprux (20,4%; cpeanee Bpems 50%-ro
spuknBanns cocrasuaa 41,3+4,8 ameit). [1pn anasnse
BEDKIBAEMOCTH DOABHBIX B 3aBUCUMOCTH OT KOAIYECTBA
TPOMOOITUTOB OBIAU IIOAYYCHBI CACAYIOIIIHE PE3YAD-
Tarel. B rpyrmme ¢ yncaom tpombormros <75000/MrA

20F : |
. —— ADAMTS13 >53%
: —— ADAMTS13 <53% :
ob ;

BepoATHOCTb BbKMBaHUA, %

0 10 20 30 40 50 60
AHN

6170 19 6oABHBIX, 113 KOTOPHIX 12 yMepAao (63%; cpea-
Hee Bpems BeukuBanHus 28,313, 7AHel), rpyIia ¢ 9ucAoM
tpomboruTo >75000/MkA BkArouasa 37 GOABHBIX,
n3 Hux 5 ymeprnx (13,5%; cpeAHee Bpems BBUKIBAHUA
42,0£5,2 Ams). BepoATHOCTD BEIKUBAHISA Y IALIIECHTOB
Ha I'A ¢ COVID-19 mocae 35 AHell ¢ Hagara AedeHUA
B kAnHuke 1pu akruBHocTH ADAMTS13 =53% Opraa
B 3,22%0,92 paza MeHbIIIe, 9e€M y HALHECHTOB C AKTUB-
Hoctero ADAMTS13 >53%. BeposarHocts BeuKknBaHns
y O0ABHEIX Ha 35 ACHB IIPH KOAHYECTBE TPOMOOIIUTOB
B maasme <75000/mra Gbiaa B 1,5410,40 pasa menbre,
geM y GOABHBIX € 4uCcAOM TpoMbormTos >75000/MKA.

OGcyxaenue

B nposeaeHHOM PeTPOCIIEKTHBHOM HCCACAOBAHIH
MBI H3YYaAH BO3MOKHYIO CBA3b MEKAY COCTOAHUEM
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Puc. 5. KpriBble BEpOATHOCTY BbKMBaHNA KannaHa-Maiepa ana 6onbHbix COVID-19 Ha I (n=57) ¢ aktnBHOCTbi0o ADAMTS13 >53% mnnn <53%,
p=0,0065 (A) 1 ¢ KonMyecTBOM TPOM6GOLMTOB >75000/MKN nnn <75 000/mkn, p=0.0307 (B).

Fig. 5. Kaplan-Meier survival probability curves for COVID-19 patients on HD (n=57) with ADAMTS13 activity >53% or <53%, p=0.0065 (A)
and platelet count >75,000/ul or <75,000/pl, p=0.0307 (B).
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cucremst ADAMTS13/ B/ rpomGormtst n AeTasbHO-
ctpro OoapaBIX COVID-19 ¢ Hapyienno dyHKImed
IIOYEK U TPOMOOLUTOIICHUEH. Y CTAHOBACHO, YTO V TEX
OOABHBIX, KOTOPBIM TPEOOBAAOCH ITPOBEACHIE TEMOAH-
aAn3a, ACTAABHOCTD KOPPEANPOBAAA C YMEPEHHBIM CHH-
xkenuem akrusaoCcTH ADAMTS13 1 pe3ko cHIKEeHHBIM
KOAHMYECTBOM TPOMOOIIUTOB B ITAa3ME KPOBH. AHAAHS3
ROC-KpUBBIX TIOKA32A, YTO 9TH IIAPAMETPHL MOLYT OBITH
HCITOAB30BAHBI B KAYECTBE IIPEAUKTOPOB ACTAABHOTO
ncxoAa v 6oapabx COVID-19, maxoasmuxcs ma LA,
Paree 3HAYNMBIM CIHTAAOCH ITAACHHE AKTHBHOCTH 9TOTO
depmenta A0 yposus Huzke 5-10%. ITo samaemv Kremer
Hovinga et al [19] meamana akrusroct ADAMST13
y 3p0posbix coctaager 110% c amammasorom 63-200%.
[To AaHHBIM APYTHX aBTOPOB B HOPME 3TOT IIOKa3a-
TEAB BAPbUPYET B IpeacAax npumepro ot 80 a0 130%
[20, 21]. MsI oreHEBAEM HIKHIOIO I'PAHHITY HOPMEI
kax 80% [18]. CoraacHO MOAYYCHHEIM B AAHHOM HC-
CACAOBAHHUU PE3YABTATAM, AAKE YMEPCHHOE CHIKE-
uue aktusaoctn ADAMTS13 apasercs mHAMKATOPOM
HEOAArOIIPUATHOIO UCXOAQ. Y BBIKHBIINX IAI[HCHTOB
meamarHag akTuBHOCTE ADAMTS13 pasnsasace 91%
[75; 105], uTo cooTBETCTBYET HOPMAABHOMY YPOBHIO.
Meanana akrusaoctn ADAMTS13 y ymeprrmx cocras-
asina 74% [42; 84|, 1.e. ObIAA HITKE IPAHHUIIEI HOPMBI
U € BBICOKOH CTATHCTHYECKOH 3HauuMOCTBIO (H<0,01)
oTamgasace ot aktuBHOCTH ADAMTS13 v BBIKIB-
X ranuenToB. [Ipuanna GoAee HUBKOH AKTUBHOCTH
ADAMTS13 y ymeprrmx G0ABHBIX He sicHA. Bo3MOKHO,
AQHHBIE TTAITIEHTH UMEIOT T€TEPO3UTOTHOE HACAEAO-
BaHue MyTanuy, Besearoneit Aedpumnr ADAMTS13.
D10 BOIPOC TpeOyeT AAABHEHIIIETO H3YUCHUSL.

Bribpannas mcxoAHO rpymma 0OCAEAOBAHHBIX
6oapubx COVID-19 ObIA2 HEOAHOPOAHA TIO TKECTH
napymienns yskiun nodek. Harreid sapaueit 6e1a0
BBIACHUTB, IBASCTCSH KOPPEAALIU MEKAY CHIKCHIEM aK-
tusHOCTH ADAMTS13 1 A€TAABHOCTBIO XaPAKTEPHBIM
IIPU3HAKOM KaKOH-AHOO 13 9THX IPYIII HAX AAHHASA 32-
KOHOMEPHOCTD ITPOABAACTCS AASL BCEX OOABHBIX C HAPY-
IIeHHOH pyHKImel odek. B rpyrmme marmmentos ¢ I'A
OBIAO CTATHCTUYCCKH 3HAYNMOE CHIDKCHIC AKTUBHOCTI
ADAMTS13 y ymeprtinx GOABHBIX 110 CPABHEHUIO C BbI-
wusmmmu (p<0,01). I[1pu amasnse rpymr manueHTos
I'A ata pasHHIIA IPOCAEKNBAAACD ¥ rmartenTos ¢ O
ma XbIT (p=0,01), B To Bpems kax y marmmenTos ¢ OI1I1
COVID-19 u TXIIH st pasandns He AOCTHIAAT
crarucraaeckoii suadumoctu (p=0,8 u p=0,068, co-
otsercTBeHHO). V manmentos 0e3 A ¢ XbIT camxe-
nue akrusaocta ADAMTS13 me 6s1a0 cratucTryaeckn
spauuMbIM (p=0,07). ¥ penunmenToB TpaHCIIAAHTHPO-
BAHHOM 1TOuKH cpeansd akTuBHOCTs ADAMTS13 Osraa
A7Ke HECKOABKO BBIIIIEC CPEAHEIO HOPMAABHOIO 3HAYC-
HHA, 4 YPOBEHb ACTAABHOCTH CPEAHM HHUX OBIA CAMBIM
HU3KUM CPEAHU MAIMEHTOB C HAPyIIeHHEeM (PYHKINN
nouex — 8% (1/12). HeGoab1ras BbIGOpKa He TI03BOANAL
OLIEHHTD, ECTh AU AOCTOBEPHAA PA3HHIIA ITO AKTUBHOCTH
ADAMTS13 MeKAY BBUKUBIIIIME U YMEPIIUMHI B AQH-
HOM IPYyIIIIE ITAITHCHTOB.
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Panee Bazzan u coasr. [22] moxasaAu, 9TO aKTUB-
nocte ADAMTS13 mmxe 30% ceasama (p=0,035),
¢ 6oAee BBICOKOI AeTaAbHOCTBIO Yy OoApHEIX COVID-
19. Cpeanr 60ABHBIX, 0OCACAOBAHHBIX TUMHU ABTOPAMH,
cmeprHOCTh cocraBuaa 10,2% (9/88). B rpymy Gsian
BrAroueHsl narmeHTs ¢ COVID-19 mesasucumo ot Ha-
AFYns 3a00A€BAHHIN 1TOYeK. Y OOCACAOBAHHBIX HAMM
BOABHBIX CMEPTHOCTH cocTaBuAa 29,5% (26/88), aro
IIOATBEP/KAACT U3BECTHBIE AAHHBIE O TOM, YTO CMEpPT-
HocTh 0T COVID-19 moBmIImena cpeAn MarneHToB
¢ HapyureHHoH yuxuuei modek [1-4]. Mer mokasaam,
9TO y OOABHBIX HA TEMOAHAAN3E CMEPTHOCTD C BBICO-
Kol crerrensro AocroseproctH (Hp<0,01) koppeanposasa
AQiKe C yMepeHHBIM cHInkeHueM (<79%) akruBHOCTH
ADAMTS13. B paase rccAeAOBaHMIT ITOKA3aHO, YTO TA-
xectpb Tederns COVID-19 xoppeanpyer c oAHOBpemeH-
ubIM cHInKeHneM aktuBHocTa ADAMTS13 u ossire-
uuem yposua AldB [15, 23-29]. ITpeobaaaaer Touka
3pEHHA, COTAACHO KOTOPOI CHHKEHHE AKTUBHOCTH
ADAMTS13 mpuBOANT K HAKOIAEHHIO CBEPXKPYITHBIX
MYABTHMEPOB B IIAA3ME, YTO B CBOIO OYCPEAD BBI3BIBACT
poct aktuBHOCTH B B TPOMOO3 MHKPOCOCYAUCTOTO
pycaa. ¥ 60apuex COVID-19 ¢ Hapymrenuem dpyuxrmm
HOYEK, OOCACAOBAHHBIX B HAIIIEH paboTe, COACpKAHME
anTureHa HB B 11Aa3Me KpoBHU 1 €ro aKTUBHOCTD OBIAH
AOCTOBEPHO IOBHIIIIEHEL. OAHAKO OKa3aA0Ch, 9TO I10-
kazareAn (pB He pasAmvaroTCA y yMEPIIUX U BBIKHB-
ITIUX ITAIIAEHTOB. MBI ITOKA32AH XOPOIIYIO KOPPEAALIHIO
MexAy anTareHoM B u ero akrusuocTsiO. B TO Ke
BpeMs, KOppeAIni MexKAy akTuBHOCTEIO ADAMTS13
u yposueM Al:dB u merxay akrusrocTeio ADAMTS13
u akTUBHOCTBIO (B Hamu He BeBACHO. M3 910TO CAC-
AYET, ITO OIPEACASIONIEH IPUINHOI roBbimenud pB
V AQHHBIX OOABHBIX, IIO BCEH BEPOATHOCTH, ABAACTCA
€ro THITEPCEKPELIIHA SHAOTEAUEM COCYAOB B PE3YABTATE
BOCIIAACHHS, 4 HE CHIKCHIE PACILCIIACHUS [IPOTEA30M
ADAMTS13. [TocaeAHeE COTAACYETCS € NCCACAOBAHH-
amu u coast. [30] u Veyradier n coasr. [31], koropsre
He OOHAPYKUAH KOPPEAALINU MEKAY YPOBHAMU AKTUB-
noct ADAMTS13 1 AoA€il CBEPXKPYITHEIX MyABTH-
mepos (B B kpou marmentos ¢ TMA. Boaee Toro,
y 00CAECAOBAHHBIX HAMU ITALINCHTOB CHIKEHUE AKTHBHO-
crr ADAMTS13 koppeAupOBaAO CO CHIKEHNEM KOAH-
9eCTBA TPOMOOIIHTOB, TOTAA KAK CBA3H MEKAY YPOBHEM
AI': B n akruBrOCTBIO PB B 11A23ME ¢ OAHOIT CTO-
POHBI M KOAHYECTBOM TPOMOOILIUTOB B ITAA3ME HE Ha-
OAIOAAAOCH. MBI IIPEAITOAATAEM, YTO TPOMOOIIUTHI BbI-
BOAATCA M3 KPOBH ITALINCHTOB B PE3YABTATE OOPA3OBAHIA
TpoMOOB Ha CBEPXKPYIHBIX MyAbTUMEpax B, mpu-
KPEITACHHBIX K CTEHKE KPOBEHOCHBIX COCYAOB MHKPO-
LIEPKYASTOPHOTO pycaa. [1pu CHIKEHHOM AKTHUBHOCTH
ADAMTS13 nporeoans sroii dppakunu B ymensrmra-
€TCA, YTO CITIOCOOCTBYET TPOMOOOOPA3OBAHUIO B MHKPO-
cocyaax. Oamako Ha oOrmee coaepxanue ¢hB 1 Ha ero
AKTHBHOCTD B IIAd3Me BCEH COCYAUCTON CHCTEMBI 9TO
HE OKa3bIBACT 3AMETHOTO BAUSHIS. Pe3yABTATEL, AHAAO-
TUYHBIC HAIIHM, OBIAU ITOAYUYeHHEl Henry u coasr. [7].
[Tpu o6caepoBanmm 6oapaBIX COVID-19 € ocrpoii mmo-
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YEUHOM HEAOCTATOYHOCTBIO OHH HAOAFOAAAU CHIKCHIIE
akrusaHOCTH ADAMTS13 TOABKO IpH ToKEABIX (DOPMAx
COVID-19, conposomxaasrruxcs OIIT, a mpu cpeane-
TAKEABIX M ACTKUX (DOPMAX 3HAYECHHUE AKTUBHOCTU CO-
OTBETCTBOBAAO HOpMe. B 31011 7K€ padore [7] mokasamo,
uro kouuenTpanus B yseamausaerca mpu COVID-19
cpeaneit crerrenu Tsxectn A0 306 EA/AA, a ripu Tsxe-
ABIX popMax ocraeTcs Ha ToM ke yposHe — 307 Ea/aa.
Drtr 3HAYCHUA OAUSKH K IIOAYICHHBIM HAMH, F MBI TAK/KE
He OOHAPYKHAN Pa3HHUIIB B COAepKanuu B y kpaiine
TSKEABIX OOABHBIX (YMEPIIIHX) X OOABHBIX CO CPEAHEH
CTCIICHBIO TAKECTH 3a00AeBaHMS (BBUKHBINNX). B TO
K€ BpeMs, MBI 3a(DHKCHPOBAAN CHIDKCHIC AKTUBHOCTIH
ADAMTS13 y 1K€ AODOABHBIX HAIIHEHTOB, HYKAAIO-
IIIIXCA B FeMOAMAAT3E. B cBA3H € 3THM CTOUT OTMETHTD,
9TO y A€Tel, OOACIOIINX HH(EKIIMOHHEIM [EMOAUTHIKO-
YPEMHYECKUM CHHAPOMOM, HAOAFOAQAACH KOPPEASIIIA
MexAy cHrkerneM aktuHOCTH ADAMTS13 1 taxke-
CTBIO ITOpaxkeHus rmoyek [18].

IIposeaennsrii mamu anaans kpuBeix ROC AAf ak-
tusaOCTH ADAMTS13 1 KOAIYECTBA TPOMOOLITOB KaK
IIPEAUKTOPOB cMepTHOCTH Yy naruentos ¢ COVID-19
HA TEMOAHAAN3C ITOKA3aA, YTO IIPH YMEPECHHO CHH-
xerHoi aktusHocta ADAMTS13 (£79%) y 604ab-
HBEIX AQHHOW IPYIIIBI OTHOIIEHHE ITAHCOB PaBHO 8,53
(p=0,0025), a mpu axrusroctrr ADAMTS13 <53% ator
IoKasaTeAb aocturaer suadenus 27,6 (p=0,0029). I1pn
grcAe TpoMOoruToB =75 i =16 ThICAY B MUKPOAH-
Tpe orHomenue mmancos cocrasafior 10,9 (p=0,0003)
n 13,6 (p=0,0221). AeraApHbIN aHAAN3 IIOKA3aA, ITO
CBA3b MEKAY CMEPTHOCTBIO M CHIKCHHEM AKTUBHO-
cru ADAMTS13 npossaserca y marmerros OTNI1
Ha XbBII. Bearramraa OR B 37101 TpyIIe mpu akTuBHO-
crr ADAMTS13 cocrasuaa 117 (p=0,023), mpu 4mcae
TpomOornToB <16 GpIAA paBHA 16,2, HO CTATHCTHYECKASA
3HAYUMOCTD ObIAa HeAocTaTouHOM (p=0,099). Takum

WHdopmupoBaHHoe cornacue:

OpurHanbHbie cTaTh

00pa3oM, IMEHHO B 9TOM ITOAIPYIIIIE IIAIIHECHTOB, HYK-
Aaroruxcst B A, camblil BEICOKHIT PHCK A€TAABHOTO
ncxoAa npu cHmkeHHON akruBHocTH ADAMTS13.
W3 9TX AAHHBIX TAKIKE CACAYET, UTO ¥ 9THUX ITAIINCHTOB
rokaszateab akruBHOCTH ADAMTS13 siBasieTcst 6oaee
3HAYUMBIM IIPEAHKTOPOM ACTAABHOTO HCXOAQ, 9E€M CHH-
KEHHE YHCAQ TPOMOOITHTOB.

[ToAyueHHBIE AAHHBIE CBUACTEABCTBYEOT O TOM, 9TO
HeOAATOIPHATHHIN UCcX0A y nanuenros ¢ COVID-19,
naxoadruxcd Ha I'A, casan ¢ passuruem TMA. Met
npearoaaraem, 9to passururo TMA cmocobcrsyer
ymepeHHO cHmkeHHad aktusHocTh ADAMTS13. 'V o1-
HOCHTEABHO 3AOPOBBIX AFOACH YMEPEHHOE CHIKCHIIE
akrusaOCTH ADAMTS13 He BEI3bIBACT HAPYIIICHIE MU-
KPOLIPKYAALINH, OAHAKO IIPH H3OBITOYHON CEKPELINH
@B smaoTeAmeM aTOT PaKTOP, IO-BUAUMOMY, CTAHO-
BuTcs kKpurrdeckumM. Accormuposannas ¢ COVID-19
TMA ommucana B psae crareit [7, 32-36]. B cucremarn-
YEeCKOM 0030pe AAHHBIX ACBATH HCCACAOBAHHIL C y4a-
cruem 4340 marmentos ¢ COVID-19, nposeaenHOM
Huiwei Chen et al. [37], mokasano, 410 y yMepriux
OOABHBIX KOAHYIECTBO TPOMOOINTOB 3HAYUTEABHO
HIDKE, Y€M Y BBUKUBIIIHUX (CTAHAAPTH30BAHHAS CPEAHSA
pasuuma = -0,47, 95% Al: -0,67 —-0,27, p<0,01). Mst
IIOKA3aAH, YTO 9T4 3aKOHOMEPHOCTD IIPHMEHIMA K I1a-
muenTam ¢ COVID-19, HaXOAAIIMXCA HA TEMOAUAAH3E.
CoraacHO IIPOBEACHHOMY aHAAU3Y KpuBbIX Karaana-
Maiiepa, mporaos BerkuBanmA AAd 60AbHBEIX COVID-19
HA FEMOAMAAN3E, ¥ KOTOPBIX HCXOAHO ITOHIKCHA AKTHB-
nocre ADAMTS13 u menbItree KoAmgecTBO TPOMOO-
LIUTOB, 3HAYUTEABHO XYIKE.

[ToABOASL HTOT OOCYIKACHUIO, MOYKHO 3aKAIOUHTH,
uto cHmxkenne akrusHoctTn ADAMTS13 n maaenue
YHCAA TPOMOOIIITOB MOIYT OBITH HCIIOAB30BAHBI B KAUe-
CTBE IIPEAMKTOPOB HEOAATOIIPHUATHOIO HCXOAA ¥ DOAB-
merx COVID-19, HaxOAAIIUXCA Ha TEMOANAAH3E.

[laHHOE vccneaoBaHMe NPOBOAMIOCH MOCKIE NOAMMUCaHNS NaLMEHTaMM UK KOHCUIIMYMOM Bpadel oT LA NaumeHToB MHADOPMMPOBAHHOTO
cornacus 1 610 NoOAAEPKAHO NOKanbHbIM 3Thdeckum kommutetom MBY3 «'KB Ne52 13My, npotokon Ne01/0124 3acefnaHus ot 31 aHBaps
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Pesrome

Kauecrso >xusnu (KJK) u ncuxoaormueckoe 6pema nummyHoraodyans A-Hedppomnaruu (IgAN) nsydyeHsr
HEAOCTATOYHO.

Ileas — anasn3s KIK m 5xar06 manmenTos ¢ IgAN, a Taxoke MpoBepKa ruroTe3sl 0 BEPOATHOM CBA3H I10-
kazateaeri KJK aTux nanueHToB ¢ KAMHUYECKIMH U AGMOIPapUvIeCKIMU ePeMEHHBIMH.

Ilayuenmot u memods:: B uccaeaoBanue BkaroueH 221 mamment ¢ nepsuunoii IgAN. Bo Bcex cayuasax
Anarao3 IgAN GbIA TOATBEPIKAEH OMOIICHEN; TAIIMEHTHI HE TIOAYYAAN NMMYHOCYIIPECCUBHOE ACUEHUE.
Aas onenxku KK ncmoars3oBasn poccmiickyro epcuro onpocHuka Kidney Disease Quality of Life Short
Form (KDQOL-SF), BkArouaromiero o01ue mKaAbl, IpeAHa3HauYeHHbIe AAd u3Mepenna KK nezaBucumo
OT HAAWYHA U BUAQ 3a00AeBaHUA U crienuuaecKue Aad 6oae3Hel mouek mkaabl. Hapsaay ¢ mapamerpamu
KK amasnsmpoBasn pacpoCTPaHEHHOCTh PAa3AHMYHBIX ’KaA00 mamueHToB. B KauecTBe He3aBHCHMBIX
IIeEpPEMEHHBIX B MHOKECTBEHHBIX PEIPECCHOHHBIX MOAEAAX MCIIOAB30BAAM PYTHHHBIE KAMHHYECKHE U Ae-
MorpaduyecKre I0KA3aTeAN.

Pesyromamer: onenxn oomux mxas KK narmuenros ¢ IgQAN conocraBuMBI € TAKOBBIMHU y YCAOBHO
3a0poBbIx Auil. 13 uncaa XBII-cnenudguyaecknx mkas Hanbosee BBICOKHE OLICHKH ITOAYYEHBI IT0 IIKA-
AaM «TPYAOBOM CTATyC» M «CHMIITOMBI/ IpoGAeMBI», HanboAee HU3KHE — 110 IIKaAe «Opems 3a6oAeBaHMA
moyex». B umcae caMpIX 3HAYMMBIX IICUXOTPaBMHUPYIOIIHNX (PAKTOPOB — 3a00A€BaHNE ITI0YEK B IIEAOM W,
B YACTHOCTH, HEOOXOAMOCTb COGATOAATE AMIETY, YTOMASIEMOCTD U BAMAHME 00A€3HH Ha BHEITHOCTE. I1pu-
HAAAEXKHOCTB K JKEHCKOMY II0AY, YBEAUYEHHE BO3PACTA ITAIUEHTOB, CHIDKEHIE YPOBH:A aABOYMIHA U IIOBBI-
IIE€HUE CPEAHETO APTEPUAABHOI'O AABACHHA HE3aBUCHMO CBA3aHbI co cHmkeHneM KK nmaruenTos ¢ IgAN.

3akaruenue: HECMOTPA HA AOCTATOYHO BBICOKHE OIeHKH 110 GoAbmuHCTBY mKaa KIK, nmarmentsr ¢ IgAN
HCIBITBIBAIOT CYIIIECTBEHHOE TYMaHUTAPHOE GpeMs, aCCOIMIPOBAHHOE C 6OAC3HBIO. YTOUYHEHHE IICUXO0-
AOTUYECKUX M COIUAABHBIX (DAKTOPOB, OIIPEACAAFOIIIX ITEPIEIIUI0 AMYHOM YKI3HU YEAOBEKA B YCAOBHAX
IIPeCCHHTa 60AE3HM, A TAKIXKE CIIOCO00B aAAIITAIIMH K HEM MOXKET OBITh BA’KHBIM HHCTPYMEHTOM YAYUIIICHUA
MAIEeHT-OPUEHTHPOBAHHBIX NCX0A0B IgAN.
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N.A. Bacunbesa, 3.LL1. Kouos, E.H. Jlesbikuna, B.A. [lobporpaso

Abstract

Background: The quality of life (QoL) and the psychological burden of immunoglobulin A nephropathy
(IgAN) have not been thoroughly studied.

Aim: To analyze QoL and complaints of patients with IgAN and to test the hypothesis that QoL scores
are associated with clinical and demographic variables.

Patients and methods: The study included 221 patients with primary IgAN, confirmed by biopsy. None
of patients had received immunosuppressive treatment. QOL was assessed using the Russian version of
the Kidney Disease Quality of Life Short Form (KDQOL-SF) questionnaire, which includes general scales
for measuring QoL independent of disease and kidney-specific scales. In additions to QoL parameters,
the prevalence of patient complaints was examined. Routine clinical and demographic data were used as
independent variables in multiple regression models.

Results: General QoL scores in patients with IgAN were comparable to those of conditionally
healthy individuals. On CKD-specific scales, the highest scores were reported for "work status" and
"symptoms/problems", while the lowest were for ""burden of kidney disease''. Key stressors included the
disease itself, dietary restrictions, fatigue and impact of the disease on appearance. Female sex, older age,
lower albumin level, and higher average blood pressure were independently associated with reduced QoL.

Conclusion: Although IgAN patients scored relatively high on most QoL scales, they endure a a significant
psychological and social burden. Identifying and addressing the psychological and social factors influencing
life under the strain of the disease can be crucial for for improving patient-centered outcomes in IgAN

management.

Key words: 194 nephropathy, guality of life, SF-36, KDQOL-SF

Bseaenue

Nmmyroraodyaun A-nedpomarus (IgAN) aBasercs
HanbOAEe PaCIPOCTPAHEHHBIM BAPHAHTOM HMMYHHBIX
raomepyasomaruit (MITI) m oAHOM U3 OCHOBHBIX TIpH-
YHH PasBUTUA XpoHHYecKoH Ooaesuu mouek (XbIT)
U TEPMHUHAABHOIT 1TodevqHo HeaoctaTtounoctu (TTIH)
[1, 2]. Bmecre ¢ TeM, TOABKO CAMHITIHBIC HCCACAOBAHUS
KACAAHCH aHAAM32 IICHXOAOIMYECKOIO OPEMEHN 9TOIO
3aboaesannd [3-5]. Vimerormmecs paboTsr 6a3upOBaAUCH
An0O Ha HEOOABINUX IO 00BEMY BBIOOPKaX [3, 5], anbo
Ha CMEINAHHBIX BEIDOPKAX IMAIMEHTOB C PA3ANIHBIMU
BuAamu WITI, kak, mampumep, uccaeaosarue CureGN
[4]. B mccacaoBanne Y. Zhao et al O51An BKATOYCHED
TOABKO IIAITUEHTHI C ACIIPECCUEMN, TPETh BRIOOPKH CO-
CTABASAHM IAIMEHTH Ha remoAnasnse [3]. Kagectso
xms3an (KJK) manmenTos ¢ IgAN omenuBasn npun
IIOMOIIK OOIIHX OINPOCHUKOB AASl H3YICHESA CBA3AH-
HOTO €0 3A0poBbeM KUK, mpHroAHsx Aaf ero usmepe-
HUS KAaK Y 3AOPOBBIX AHII, TaK M Y IAIHEHTOB C Pa3-
amgabiME 3a00AeBarmaMu — SF-36, Patient-Reported
Outcome Measurement Information System (PROMIS)
[3, 4]. B atux mccAeAOBaHHAX HE OBIAK HCIIOAB30BAHBI
CIICI[HAABHBIC OIIPOCHUKH, IIPCAHA3HAYCHHBIE TOABKO
AASl IIAITHCHTOB € DOAC3HAMH ITOYCK, ITO3BOASIOIIIC
IIOAHEE OXAPAKTEPU30BATh PA3AUIHBIC CHEPHI KUSHU
OOABHBIX, COITOCTABUTH 3(DEKTUBHOCTD PA3AHIHBIX
BHAOB Tepanuu [3, 4]. Xors matodpu3nororus U KAU-
HUYECKIE ITOCAEACTBUSA IgAN xopomo usygensr, KK
U TYMAaHUTAPHOE OpeMsA OOAE3HH OCTAIOTCHA BHE 30HBI
BHUMAHHA.

C y4eToM OTpaHHYEHHOCTH HUMEFOITUXCA AAHHBIX
0 CyOBEKTUBHOM BOCHPHATHH DOAE3HHU KaK BaKHOM
KOMIIOHEHTE OLCHKU ¢¢ OPEMEHHU B IIEAOM IIPEACTAB-
ASIEMOE HICCACAOBAHIE OBIAO HarteAeHO Ha aHaans KIK
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u xaA00 manumenToB ¢ IgAN, a Takke poBepky ruro-
TE3BI O BEPOATHOM cBA3m rmokasaTeaert KIK marnumenTos
¢ IgAN ¢ xannpmgeckumu i AeMOrpapUIeCKUME IIepe-
MEHHBIMH.

ITanmeHTHI 1 METOABI
Anzaita

Koropraoe cpe3soBoe mccAeAOBAHHE BKAIOYAAO
HAINEHTOB C BIEPBBIC YCTAHOBACHHBIM M KAMHHKO-
MOPQOAOTHIECKH ITOATBEPKAECHHBIM AHATHO30M
IgAN, obparmsmuxca B kamauky Hayuno-nccaeaosa-
TeAbcKkOro mHcTuTyTa Heppoaorun Ilepsoro Canxr-
[TeTepOyprckoro rocyAapcTBEHHOTO MEAMIIMHCKOIO
yauBepcutera uMenu akaaemmka FIII. TlaBaosa
(HMN medpororuu IICIIOIMY um. VLIT. ITaBrosa)
B epuoA ¢ 1 suBaps 2021 . mo 1 mroas 2024 r.

OCHOBHBIME KPHTEPHAMH HEBKAIOUEHHUA BO M30e-
’KaHue BAMAHUA MHBIX, HEe acconnupoBanubx ¢ [gAN
(haKTOPOB IOBPEKACHHUSA IIOUEK, OBIAN: COUETAHUE
IgAN ¢ Apyrumu 3a00A€BAHHAME ITOYEK, HAAMYHE
HEKOHTPOAHPYEMOI I'MIIEPTEH3NN (AHACTOANYIECKOE
aprepuasbHoe AaBAcHue =100 My pr.cT. u/wAn cu-
croAmdeckoe aprepuaspHoe AaBaenne =160 mm pr.
CT.), IPOBEACHUE 3aMECTUTEABHON ITOYEYHON Tepa-
MM, AFOOBIE, KAMHUYECKH 3HAYNMBIE (110 OIIEHKE HC-
CAEAOBATEAEH) OCTPHIE HAM XPOHHYECKHE COCTOSHUA,
a TAKKE BBIPAKCHHBII KOTHHTUBHBIH AepunuT, IIpe-
IATCTBYIOIIHNN 3aIIOAHEHHIO OIPOCHHUKA AASl OIEHKH
KIK. Kpowme TOro, He OBIAM BKAIOYCHBI IIAI[UCHTEL,
HOAYYABIIHE AHTUOMOTHKH, AO3BI CTEPOUAOB >5 Mr
B CYTKH (B IIEpecYeTe HA IPEAHH30AOH) U/ MAM HIMMYHO-
ACTIPECCAHTOB, MEHEE, YEM 32 3 MECAIA AO BKAFOUCHHA
B HCCAEGAOBAHUE,



Kayectso xustu npu ummyHornobynmh A-Heponarmm

MccaeaoBaHmE BBIITOAHEHO € COOATOACHHEM IIOAO-
sKeHHI XeABCHHCKOH KOHBEHIIHI, OAODpeHO AoKaAb-
ueM stHaeckuM komurerom PI'HOY BO TICIIGIMY
nm. VLIT. IlaBaosa (mporokoa Ne250 or 28.06.2021).
Bce marumenTsr AaAan HH(MDOPMUPOBAHHOE COTAACHE
HA Y9YACTHE B NCCACAOBAHUL

OreHKa KaueCTBA JKU3HU

[Ipu BKAIOYECHNH B HCCACAOBAHIEC Y ITAIIMECHTOB
Opran ompeAeAensl mokasatean KJK, merorosorns
KOTOpPBIX ObIAa omucana panee [6]. Aas omenkn K/K
HCIIOAB30BAHA POCCHICKas Bepcns ompocanka Kidney
Disease Quality of Life Short Form (KDQOL-SF) [7],
HEPEBEACHHAA C AMEPUKAHCKOTO OPUTHHAABHOTO HCTOY-
HIKA ¥ AAAIITHPOBAHHAA AASl IPAKTHIECKOTO HCIIOAB30-
sarnsd B HVIM wedppoaornu ITCII6IMY mm. FLIT. ITas-
AoBa [8, 9].

Kaunnueckne u aeMorpaguueckue AaHHbIE

Kannmdeckue n AeMorpadpudaeckre AAHHBIE BKAIO-
YAAN TIOA, BO3PACT, POCT, MACCY TEAA U €€ HHACKC, Kpe-
ATHHHH CBIBOPOTKU KPOBH C OIIPEACACHIEM PACUCTHOM
ckopocta KAyooukosoii puastpanuu (pCKD), cyrou-
myro notepro 6eaka (CIIB), aapOyMuH CHBOPOTKU
KPOBH, CHCTOAHYECKOE, AMACTOANYECKOE 1 CPEAHEE ap-
TepruasbHOe AaBAeHHE (AA), HaAIYIIE H30AMPOBAHHBIX
H3MEHEHUI MOYH, He(DPUTUYECKOTO HAN He(DPOTHHYC-
ckoro cuHApoMOoB (120A. 1). TTocaeAnmit onpeaeasiam
npu couerannu CI1B >3,5 r/cyr ¢ aabbymunOM CHIBO-
porku <30 r/a. Cpeanee AA paccanrsiBasu 110 pop-
myae: cpeanee AA = AA amacroandeckoe + (AA cucro-
amueckoe — AA amacroamueckoe) / 3. B anaans Geiam
BKAFOYCHBI YCPEAHEHHEBIE 34 IIEPBBIC TPH AHSA TOCITH-
TAAHMBAIHH IOKA3ATCAH CHCTOAMYECKOIO U AHACTOAU-
veckoro AA,. Bce marmueHTH HAXOAHANCH B AaKTUBHON
CTAAHH 3a00AEBAHUSA, BHE PEMUCCHIL.

CrarucTuyeCcKuil aHAAU3

AaHHEBIE ITPEACTABACHBI B BUAC 9acTOT (%0) AASL Ka-
YCCTBECHHBIX HepeMeHHbIX, CPCAHI/IX BEANYMH 1 CTAH-
AAPTHBIX OTKAOHEHHUH (SD) mAM MEAMAHBI U HHTEPK-
BapTHAbHOrO pasmaxa (IQR) — Aaf koAmgecTBEHHBIX
[IEPEMEHHBIX. AAS IIPOBEACHUSA CPABHCHUS C PE3YAD-
TaTAMH APYIHX HCCACAOBATEACH B TabAMIIEC 2 IIpHBE-
AcHBI He TOABKO Meamanbl 1 IQR moxkasarteaeit KK,
HO U CPEAHHUC 3HAYCHHS H CTAHAAPTHBIC OTKAOHE-
Huf. MbI IPOAaHAAHSHPOBAAN PACIIPOCTPAHEHHOCTD
I CTEIICHB BEIPAKCHHOCTH PASAHYHEIX BUAOB KaA00
mareHToB ¢ IgAN. Aast aTOr0 OBIAN pacCUHTAHBI Ya-
CTOTBI BCTPEYAEMOCTH IIATH BAPHAHTOB OTBETOB Ha OT-
ACABHBIC BOIIPOCEL, BXOAAIIIIIE B COCTAB IIKAA «CHM-
ITOMBI/ TIPOOAEMBI», «BAUSHUE 3200ACBAHUS IIOYECK
Ha IIOBCEAHEBHYIO ACATEABHOCTBY 1 «Opems 3a0oAe-
Banus ogek» onpocHuka KDQOL-SE. Aas orenku
CTEIIEHU BAUAHUA PA3ANIHBIX (PAKTOPOB HA MHAEKCHI

OpMI’MHOﬂbeIe CTATbU

KUK, kax 3aBHCHMBIC IIEPEMCHHBIE, 4 TAKKE AAS IIPO-
THO3UPOBAHHA 3HAYCHUH 3aBUCHMOI IIEPEMEHHON IIPH
32AAHHBIX 3HAYCHHUAX U3YIACMBIX [IOKA3ATCACH HCIIOAD-
30BAAM MHOJKCCTBEHHBIN AMHEHHBIN PErpecCHOHHBII
anaAn3. MHOKeCTBEHHBIE PETPECCHOHHBIE MOAEAH KOP-
PEKTHPOBAAU IO KAUHHYECKAM H AeMOrpacHIecKuM
IIOKA32TEAAM, B OTHOIIEHNN KOTOPBIX YCTAHOBACHA
cBaA3b ¢ nokasareaamu KK (mpn p<0,10) mpu oanosa-
PHAHTHBIX PErPECCHOHHBIX AHAAN3AX: IIOAY, BO3PACTY,
nuaekcy macesr teaa (MMT), cpearemy AA, pCKD, co-
AepzkaHuio aapOymuHa B ceiBopotke kpos, CI1b. Cra-
THCTUYIECKUI aHAAU3 IPOBOAMAH C HCIIOAB30BAHIEM
ITAKETA IIPUKAGAHEIX CTATHCTHYCCKHX rporpamm SPSS
Statistics 22.0.

Ta6nuua 1| Table 1

OCHOBHble KNUHNKO-gemorpaduyeckme nokasartenu
nauueHToB c IgA-HepponaTmeil Ha MOMEHT
Bepudukauumn gnartosa (n=221)

The main clinical and demographic parameters
of patients with IgA nephropathy at the time
of diagnosis verification (n=221)

MNokasaTtenb 3HauyeHue
Bo3pacT Ha MOMEHT 6UONCUN NOYKN, IET 38(31;47)
My»ckor non, n (%) 114 (52)
MHpeKkc maccbl Tena, Kr/m?2 25,6 (22,3;29,4)
CrcTonnyeckoe apTepuanbHoe JaBneHue, 125 (120; 132)
MM PT.CT.
[nactonnuyeckoe apTepuranbHoe faBneHue, 80 (75: 82)
MM PT.CT.
CpepfiHee apTepuanbHoe fJaBneHune, MM PT.CT. 95 (91;99)
pCKD:

<30, n (%) 32(14)

30-59, n (%) 94 (43)

60-89, n (%) 61 (28)

>90, n (%) 34 (15)
pCKD, mn/Mnn/1/73 m2 55,4 (35,8;79,3)
AnbbyMUH CbIBOPOTKM KPOBMU, I/ 39,0 (35,4;42,0)

KpeaTHWH CbIBOPOTKM KPOBU, MMOJTb/N 0,123 (0,094;0,167)

CMB, r/24 4/1,73 m? 2,16 (1,08; 3,96)
HedpoTtuueckuin cuHppom, n (%) 73)
M3onupoBaHHble n3meHeHua mouu, n (%) 95 (43)
Hedputuuecknin curgpom, n (%) 119 (54)

Mpumeyanus: pCKO - pacueTHas CKOPOCTb KNy6ouKkoBoii GunbTpaLum no dop-
myne CKD-EPI, CMB - cyTouHaa noteps 6enka. 3HaueHWA npeAcTaBneHbl Kak
MeAmnaHa C MeXKBapTuIibHbIM UHTepBanom [Me (25%; 75%)] nnn Kak 4yacTtoTbl
(npoueHTb).

Notes: pCK® (eGFR) - estimated glomerular filtration rate (CKD EPI Equation),
CMB -24 h-proteinuria. Values are expressed as median (interquartile range) or
number (percentages).
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Pesyabratsl
AeMorpaduueckie 1 KAUHHYECKHAE AAHHBIE

Kamnamaeckne u Aemorpadpudeckue IIoKasaTeAn
221 cayuas IgAN, BKAIOYEHHOTO B HCCACAOBAHUE,
mpeAcTaBAeHH B TabAuIe 1. OOCACAOBAHHYIO KOTOPTY
xapakrepu3oBaru mupokuii Anarrazon pCK® ¢ mexo-
TOPBIM IIPEOOAAAAHIEM CAYIACB YMEPEHHOI CTEIICHN
ee CHIDKEHUS U yMepeHHas npotentypus, (>1 r/cyrku
B DOABIIIHHCTBE HAOAFOACHUI) (TaOA. 1).

Kauecrso >xusznu npu IgAN

[Nokazarean mxaa K7K mpeacraBaenst B tabamte 2.
V narrrentos ¢ IgAN orMedena AOCTATOYHO BBICOKAsA
VAOBAETBOPEHHOCTh COCTOSHUEM 3AOPOBBA B IIEAOM
¢ camoorrerkamu ot 70 A0 100 6arsoB y 52% o0Ocaero-
BaHHBIX. TOABKO y 3% OBIA2 3apErnCTPHPOBAHA HU3-
Kad oreHka 1o stoi mkase (o1 10 Ao 30). M3 gmcaa
napruaAbHEIX 1mokasareseit KK manmboaee Bricokme
OILICHKH OBIAU BBIABACHBI I10 IMKAAAM (DH3HIECKOTO
(PYHKITHOHHPOBAHUA U TPYAOBOH 3aHATOCTH, A TAKAE
IIIKAAAM BBIPAKEHHOCTU PA3AHYHBIX «COMATHYICCKIX)

N.A. Bacunbesa, 3.LLI. Kouos, E.H. Jlesbikuna, B.A. [Jobporpasos

KaA00 1 OTPAHHYCHUI B IIOBCEAHEBHON ACATEABHOCTI
n3-32 PU3HIECKOTO U IMOIIMOHAABHOTO COCTOSHUA
(1o 9T1 mKaAaM OOAee BHICOKHE OLEHKH CBHACTEAD-
CTBYIOT O MEHbIIEH BBIPAKEHHOCTH OIPAHHYCHUI).
Aoast paborarorux cocrauaa 67%.

[Ipn amaAmse pacIpeACACHHUSA THIIOB OTBETOB
marerToB ¢ IgAN Ha OTA€ABHBIE BOIIPOCHL, BXOASIIIIE
B COCTAB IIIKAA «CHMITTOMBI/ IIPOOAEMBI» U «BAHSHIE 32-
OOAEBaHMA ITOYECK HA TOBCCAHEBHYIO ACATEABHOCTDY,
80%0 IarmeHTOB IIPEABABAAAK KAAOOBI Ha CTPECC M BOA-
HEHUA, CBA3AHHBIC C 3200AEBAHMAMNA ITOYEK (TaOA. 3).
[Tpudem, OoAee TOAOBUHBI H3 YHCAQ BBICKA3BIBABIIIIX
3TH KAAOOBI OTMEYAAN YMEPEHHYIO HMAH BBIPAKCHHbIE
cTereHu OecIoKoicTBa. APYruMHU 4acTo HaOATOAAC-
MBIMH IIPOOAEMAMHI OBIAN HEOOXOAMMOCTD COOAFOAQTH
anmety (77% cayqaes), yromagemocts (61%), mpucTyrsr
caabocTu UAH rOAOBOKpY:keHus (54%) 1 BAmAHIE OO-
Aesnu Ha BHerrHOCT (51%). Hepeako perucrpupo-
BAAH KAAOOBI IAITHEHTOB Ha Meitednse 0oau (50%),
OABIIKY (42%), cyxocTs koxu (42%), TOIIHOTY UAN
paccrpotictBo xkeayaka (32%), cyaoporu (30%). Cy-
IIECTBEHHAS 9ACTh IAIIHECHTOB OTMEYAAN Ty HAU HHYIO
CTENEHb 3aBUCUMOCTH OT MeAliepcoHaAa (47%), orpanu-
YECHHYIO BO3MOKHOCTD ITyTEIIeCTBOBATE (42%0), BAMAHIE

Ta6nuua 2 | Table 2

OueHKU WKan KauecTBa XusHu npu IgA-Hepponatum (n=221)

Quality of life scale scores in patients with IgA-nephropathy (n=221)

MNepemeHHasn Me (IQR) M+SD
Obuwjue wKasbl c8A3aHHO20 €O 300p0BbeM Kadecmad u3Hu onpocHuka KDQOL-SF

Ddusnyeckoe GyHKLMOHNPOBaHVE 90,0 (80,0; 95,0) 84,3+17,6
PoneBoe ¢usnyeckoe dyHKLMOHNPOBaHME 100,0 (50,0; 100,0) 73,2+36,6
Bbonb 74,0 (52,0; 100,0) 74,8+23,5
O6Lee 300poBbe 60,0 (47,0; 72,0) 58,8+19,4
DHEepruyHoCTb 65,0 (50,0; 75,0) 62,1+19,1
CoumanbHoe GpyHKLMOHMPOBaHNE 87,5 (62,5; 100,0) 80,3+20,5
gsﬂiiai:xg;‘;'::jg"”"e 100,0 (33,3; 100,0) 75,7435,1
Mcrxmyeckoe 300poBbe 72,0 (52,0; 80,0) 67,2+17,9
gzomgajé);bl(ﬁpggkaaamnb dusnyeckoro 50,5 (44,0; 54,0) 48,6477
gzomgn::;bl(;?\l/‘gz;(a3amnb NCUXNYECKOro 49,3 (41,4; 55,2) 47,4497
OueHKa COCTOAHUA 340POBbA B LIENIOM 70,0 (50,0; 80,0) 64,7+16,8
Llikanel onpocHuka KDQOL-SF, npedHasHa4eHHble 0711 nayueHmos ¢ 60/1e3HAMU NoYeK

CrvmnToMbl/Npo6nembl 89,6 (79,2;95,8) 86,5+11,8
13 68853
Bpems 3a6oneBaHus nouek 62,5 (43,8;81,3) 61,3+23,8
TpypoBoW cTatyc 100,0 (50,0; 100,0) 78,1+£32,1
KorHutmBHble GyHKLMUN 86,7 (73,3;93,3) 82,7+15,0
KauecTBO coumanbHOro B3anmonencTeus 80,0 (73,3; 93,3) 80,6+15,4
CoH 70,0 (57,5; 80,0) 68,1£17,1

MpumeyaHus: PCS - Physical Component Summary, MCS - Mental Component Summary. 3HaueHus npefcTaBneHbl Kak MejuaHa ¢ MeXXKBapTUIIbHbIM VHTEPBAnom
[Me (25%; 75%)] 1 Kak cpefjHee 3HaueHwe C ero CTaHAaPTHLIM OTKIOHeHVeM (MSD).

Notes: PCS - Physical Component Summary, MCS - Mental Component Summary. Values are expressed as median (interquartile range) and mean value and standard
deviation.
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Ta6nuua 3 | Table 3

PacnpocTpaHeHHOCTb pa3nunyHbIX Xanob cpeam nauneHToB c IgA-HedpponaTtuen

Prevalence of various complaints among patients with IgA nephropathy

CoBcem Cnerka YmepeHHo [loBONbHO CUNIbHO OueHb cUNbHO

»Kano6bl nauneHToB He 6ecnokouno 6ecnokonno 6ecnokonno 6ecnokonno 6ecnokonno

n (%) n (%) n (%) n (%) n (%)
MbiweyHble 60nun 110 (50) 63 (29) 37(17) 9(4) 2(1)
Bonb B rpyau 168 (76) 37(17) 15(7) 1(0,5) 0(0)
Cynoporu 155 (70) 38(17) 20(9) 73) 1(0,5)
KoxHbIN 3y 163 (74) 32(14) 14 (6) 8 (4) 4(2)
CyxoCTb KOXK 128 (58) 51(23) 27(12) 7(3) 8(4)
OppblwwKa 129 (58) 64 (29) 21 (10) 5(2) 2(1)
Tl o i) 101 (46) 66 (30) 36(16) 14 (6) 42
TONIOBOKPYKEHNSA
OTcyTCTBME anneTuta 169 (76) 31(14) 15(7) 3(1) 3(1)
YToMneHve, ynafok cun 88 (40) 72 (33) 35(16) 18 (8) 8(4)
OHemeHMe KucTen unm cton 170(77) 31(14) 16 (7) 2(1) 2(1)
ToLwHOTa nnn paccTporcTBO 149 (67) 49 (22) 14(6) 3(1) 6(3)
xenypka
OrpaHnyeHns B NoTpebneHnmn 156 (71) 39(18) 23(10) 3(1) 0(0)
KNOKOCTN
HeobxoanmocTb cobniopatb 52 (24) 82(37) 48 (22) 31(14) 8(4)
anerty
CHWKeHHas CnocobHOCTb
BbIMOMHATb JOMALLHIO 154 (70) 38(17) 21(10) 7 (3) 1(0,5)
paboty
OrpaHnyeHHaa BO3MOXKHOCTb 127 (57) 38(17) 25(11) 23 (10) 8(4)
nyTellecTBOBaTbh
3asucumocts 117 (53) 54 (24) 26(12) 14.(6) 10 (5)
OT MegnepcoHana
(GIFIEEE [ CEATTE L, 44 (20) 87 (39) 53 (24) 27 (12) 10 (5)
CBA3aHHble C 60/1€3HbI0
BnusaHve 6one3Hn Ha NonoByto 145 (66) 40(18) 15) 16(7) 502)
KN3Hb
LIS CEAET) 109 (49) 57 (26) 19(9) 23(10) 13 (6)

Ha BHELWHOCTb

6oAe3HN Ha ITOAOBYIO KH3HB (34%0), a TakKe HEOOXO-
AMMOCTb OTPAHHYEHHH B ITOTPEOACHUHU KUAKOCTH
(29%). Cpean MeHee CyIIECTBEHHBIX CTpecc-aKkTopoB
ObrAr 00AB B IpyAl (24%), KO:KHBIN 3yA (26%), OTCYT-
creue ammeruta (23%), omeMeHHe KUCTEH HAHM CTOII
(23%). Bmecre ¢ TeM, AITMEHTH BRICKA3BIBAAM AOCTA-
TOYHO BBICOKYIO YAOBAETBOPEHHOCTB CBOCH CIIOCOO-
HOCTBIO BBIITOAHATH AOMAIITHIOIO PadOTY, 2 AOBOABHO
CHABHOE MAHM OYEHb CHABHOE OECIIOKONCTBO 10 3TOMY
IIOBOAY HCIBITHIBAAN AHIID 3,5%0 OIIPOITICHHBIX.

AHAAH3 CTPYKTYPHI #KaA00, (DOPMUPYIOIINX IITKAAY
«Opems 3200A€BAHHA IIOYEK», IIOKa3aA, 910 55%
IAIMEHTOB COTAACHBI C YTBEPKACHHEM «f ayBCTBYyIO
ceOf OYEeHb PACCTPOEHHBIM, KOTAA CTAAKHBAIOCH C KOH-
KPETHBIMH ITPOABACHUAMHI CBOETO 3a00AeBaHMsM, 36%0
HAIIEHTOB — C yTBEPKACHHEM «3200AEBAHHE ITOYCK
OYEHb MEIIAET MHE KUTHh ITOAHOIICHHON KH3HBION,
24% — c yrBepixacHIEM «3aD0AECBAHNE TOYECK OTHUMACT
Y MEHSl CAUIIIKOM MHOTO BPEMEHI» U TOABKO 15% pas-
ACASIFOT TOYKY 3PEHHS, ITO CTAAM ODY30H AAA CBOCIT
CeMbH.

Kanamuaeckne u Aoemorpacpudeckue nepeMeHHEIE,
ACCOIMHMPOBAHHBIE C KAYECTBOM >KU3HHI

Ilo pesyabTaTaM OAHOMEPHBIX PEIPECCHOHHBIX AHA-
AM30B, PAA AHAAUZUPYEMBIX KAMHUYIECKUAX U AGMOIPa-
prraecknx 1mepeMeHHBIX OBIA AOCTOBEPHO CBA3aH C OT-
Aeapupivu mokasateasmMu KIK (taba. 4). PesyapraTer
MHOKECTBEHHOTO PEIPECCHOHHOTO MOAEAHPOBAHUA
CTPYKTYPBI KAMHHYECKUX 1 AeMOIpadpuaecKkux (Dakro-
OB, HE3aBHCHMO ACCOL[MHPOBAHHBIX C CAMOOILICHKAMI
KUK, mpuseaensr B Tabantre 5.

Bospacr ObIA HEeraTUBHO ACCOLMUPOBAH € OOABIIIIH-
CTBOM IIOKa3aTeAell pusmaeckoit cocrapasromnieii KK
I C «OLICHKOM COCTOSHHSA 3A0POBBS B IIEAOMY, 4 TAKKE
C mapaMeTpaMu pAAa crennduIeckux AAf 3a00AeBa-
HUA ITOYCK IITKAA: ((CI/IMHTOMBI/HPO6/\€MBD>, «prAOBOfI
CTATYC» U «COH». boAee HU3KHE OLICHKU IIKAA CHM-
IITOMBI/ IPOOAEMBIY U «IICHXUIECKOE 3A0OPOBbE» Ha-
OAroA2AH Y xeHIHH (TabA. 4 1 5).

AABOYMUH CBIBOPOTKU KPOBHU OBIA ITOAOKHTEABHO
4CCOIMHUPOBAH C OIIEHKAMH OCHOBHBEIX OOAE3HB-
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Ta6bnuua 4 | Table 4

Pe3ynbTaTbl IMHENHOrO OHOMEPHOIO PErpeccoOHHON0 aHann3a CBA3M KIMHNYECKNX 1 femorpadpuyeckmx nepemeHHbIX
C NoKasaTenAaMn KayecTsa *KU3Hu naumeHTos c IgAN

Univariate linear regression results for clinical and demographic variables associated with quality of life scores in IgAN patients

HeszaBucrmble nepemeHHble (KNMHUKO-gemorpaduueckmne pakropnbl)

3aBuCMMbIE NepeMEHHbIe,

€AVHNLbI N3MEHEeHNA Bospact Myl)_lo(;:om 2’?:2;,::::” cne nmT pCKO CpegHee Al
O6wue wKanvl C8A3AHHO20 €O 300p08beM Kadecmea xku3Hu (SF-36)
Qusnueckoe -0,27 ns 0,14 ns ns ns -0,26
byHKUMOHMpPOBaHue, 1 6ann (-0,40;-0,14) - (0,01;0,27) - - - (-0,38;-0,13)
PoneBoe ¢usunveckoe -0,27 9 0,11 e . e RE
byHKUMOHMpPOBaHue, 1 6ann (-0,40;-0,14) " (0,02;0,24) " " - "
Bonb, 1 6ann -013 013 012 ns n.s n.s ns
! (-0,26;-0,01) (0,01;0,26) (0,02; 0,25) - " - -
0,20
O6uiee 3p0poBbe, 1 6ann n.s. n.s. n.s. n.s. n.s. (0,07-0.33) n.s.
DHepruyHocTb, 1 6ann n.s 014 012 n.s n.s n.s n.s
P ' > (0,01;0,27) (0,01;0,26) > > > >
CoumanbHoe G 0,11 0,13 e G G oy
byHKUMOHMpPOBaHue, 1 6ann &b (0,02; 0,24) (0,01;0,27) .S. & .S, S,
PoneBoe amouunoHanbHoe ns ns 0,16 ns ns ns ns
byHKUMOHMpPOBaHye, 1 6ann - e (0,03;0,29) o e o e
Mcuxunyeckoe 3gopoBbe, nG 0,19 NG ., 0,11 nG nG
1 6ann - (0,06;0,32) o - (-0,01;0,25) " -
dcx:\;lZSSSKi?onggsszLe;b(PCS) -031 n.s 013 ns 012 ns 0,16
16ann " (-0,43;-0,18) . (0,01;0,27) > (-0,26;0,01) > (-0,29;-0,02)
CymMMmapHbIil mokasaTenb 014
NCUXNYECKOro 300POBbA n.s. g n.s. n.s. n.s. n.s. n.s.
(MCS), 1 6ann iz
OueHKa COCTOAHUA 3[0POBbA -0,19 ns 0,13 N ns 0,16 ns
B Uenom, 1 6ann (-0,32;-0,06) " (0,01;0,27) - o (0,02;0,29) -
Llikanel, npedHAasHa4eHHvle 07151 NnayueHmMoe ¢ 601e3HAMU NoYeK
CumnTombl/npobnemsl, 1 6ann n.s 0,19 0,22 n.s n.s n.s n.s
! - (0,06; 0,33) (0,09; 0,35) - " - -
BnusHue 3aboneBaHuns 014 018
royYeK Ha NOBCEAHEBHYIO n.s. (0,01:0,27) (0,04:0.31) ns. n.s. n.s. n.s.
fesaTeNibHOCTb, 1 6ann e e
Bpems 3aboneBaHuUsA Nouekx, ns 0,12 0,22 -0,13 ns ns ns
16ann . (001;026) (009,035  (-0,26;0,01) > = s
Tpynosoli cTatyc, 1 6ann n.s. n.s. n.s. n.s. _0’_1 2 n.s n.s.
(-0,26;0,01)
KoruutueHble GyHKUmuu, 1 6ann n.s. ns. n.s. n.s. ns. ns. ns.
KauecTBo coumanbHoro 0,11 ns ns ns ns ns ns
B3avmopencTeus, 1 6ann (-0,02; 0,25) - - - - " "
CoH, 1 6ann 012 012 015 n.s n.s n.s n.s.
! (-0,26;0,01) (0,01;0,25) (0,01;0,28) - " - -

Mpumeyanus: B KneTky TabnmLbl 3aHeCeHbl 3HaUYMMble CTaHapPTU30BaHHble KoadduLmeHTbl perpeccin B (95% Cl) npn p<0,10. n.s. - He3aBUCMMasA NepeMeHHasn He 3HauMMa
B OTHOLLEHWM 3aBUCKMOI nepemeHHo (p=0,10). IgAN - nmmyHornobynuH A-Hedponatus, CIB — cyTouHas noteps 6enka, UMT — nHaekc maccbl Tena, pCK® - pacyeTHas
cKopoCTb Kiyboukosoi punbtpaummn no popmyne CKD-EPI, ALl - apTepranbHoe aaBneHue, PCS — Physical Component Summary, MCS - Mental Component Summary.

Notes: The cells of the table contain significant standardized regression coefficients 3 (95% Cl) at p<0.10. n.s. - the independent variable was not significant in relation to
the dependent variable (p=0,10). IgAN - immunoglobulin A nephropathy, CIb5 - 24 h-proteinuria, UMT (BMI) — body mass index, pCK® (eGFR) - estimated glomerular
filtration rate (CKD EPI Equation), Al (BP) — blood pressure, PCS - Physical Component Summary, MCS - Mental Component Summary.

cHenum(UUIECKUX IIKAA: «CHMIITOMBI/IIPOOAEMBIY  AHYHBIME pudndeckumu Harpyskamu (t1aba. 4 u 5).
n «BAnAHHEE 3200AEBAHNA ITOYEK HA ITOBCEAHEBHYIO  Bmecre ¢ Tem, BoipaxeHHOCT IpoTennypun, pCK®
AEATEABHOCTDY, a moBbIIIeHne cpeanero AA 6e1a0  m maAeke Macces Teaa (MIMT) e nmean He3aBuCHMBIX
CBA3AHO CO CHIDKCHHEM OLEHKH (DU3HYECKOro (PYyHK-  KOPPEAANUI HU C OAHHM U3 OILICHUBAEMBIX HHACKCOB
IIHOHUPOBAHUA U CIIOCOOHOCTH CIIpaBAATBCA ¢ pasz- KUK
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Ta6nuua 5 | Table 5

KnuHnueckue n gemorpaduryeckne nepemeHHble, He3aBUCMMO CBA3aHHbIE C NOKa3aTensAMN KayecTBa XU3H1
(no pe3ynbraTaM MHOXECTBEHHOTO JINHENHOTO PerpeccoHHOro aHannsa)*

Multiple linear regression results for clinical and demographic variables independently associated with QoL scale scores*

He3saBucumble nepemeHHble (KNMHUKO-AeMorpapunyeckme paktopbl)

3aBucCuMble nepemeHHble,

eAVHNLbI N3MEeHeHNA Bospact My>xckon Anb6ymuH UMT pCKD Cpeptee R2 mogenu
non CbIBOPOTKU AL

DOusnyeckoe GyHKLMOHNPOBaHNE, -0,22 -0,20

1 Gy (-0,35; -0,00)¢ n.a. n.s. n.a. n.a. (-0,33; -0,07)P 0,11

Ponesoe ¢ursnyeckoe -0,27 ha s na na na 007

dyHKUMOHUpOBaHWe, 1 6ann (-0,39;-0,14)< - " h - - !

-0,13

Bbonb, 1 6ann (-0,26: -0,01) n.s. n.s. n.a. n.a. n.a. 0,03

MNcrxnyeckoe 3gopoBbe, 1 6ann n.a. © 02_’10731),3 n.a. n.s. n.a. n.s. 0,03

CymmMapHbI nokasatesnb ¢pUsnyeckoro -0,27 na ns ns na ns 010

3n0poBbs (PCS), 1 6ann (-0,40;-0,14)c - - " h - !

OueHKa COCTOAHMA 300POBbA B LIENOM, -0,16

16ann (-0,31:-0,01) n.a. n.s. n.a. n.s. n.a. 0,04
0,15 0,19

CymnTombl/npo6nemsl, 1 6ann n.a. (0,02:0,29)  (0,06:0,32)b n.a. n.a. n.a. 0,06

BnusaHune 3aboneBaHna noyek na s 0,15 na na na 003

Ha NMoBCeHEBHYIO AeATeNIbHOCTb, 1 6ann o - (0,02;0,29)2 o o o !

Mpumeyarus: B KneTkn TabnuLbl 3aHeCEHbI 3HAUMMble CTaHAAPTM30BaHHble KoadduumeHTbl perpeccun B (95% Cl). @ 0,01<p<0,05, b 0,001<p<0,01, € p<0,001. MT -
nHpeKc maccbl Tena, pCKO - pacyeTHas ckopocTb Kny6oukoBoii dunbtpauum no ¢opmyne CKD-EPI, Al - apTepranbHoe aaBneHue, R2 — ckoppeKTnpoBaHHbIii R2 mo-
nenwu, PCS - Physical Component Summary, n.s. — He 3HauMMO, n.a. — He NPUMEHNMO (He3aBVCMManA NepemMeHHas He BKJTIoUeHa B Mofiesb Mo pe3ysibTaTaM OAHOMEPHOTO
perpeccMoHHOro aHanw3a).

* B TabnuiLly BKNoUYeHbI TONbKO Te noka3satenu KX, KoTopble MMenn He3aBUCHMble CBA3W C KNMHUYECKMMU 1 leMorpadrueckmm napameTpamm.

Notes: Significant standardized regression coefficients B (95% Cl) are entered in the cells of the table. 2 0,01<p<0,05, b 0,001 <p=0,01, € p<0,001. QoL - quality of life,
WMT (BMI) - body mass index, R2 — adjusted R2 of the model, PCS - Physical Component Summary, n.s. - not significant, n.a. - not applicable (the independent variable
was not significant in relation to the dependent variable already according to the results of the univariate regression analysis and therefore was not included in the

multivariate analysis).

*The table includes only quality of life scores that had independent associations with clinical and demographic parameters.

OOGcyxaenue

Hapsay ¢ kanamaeckivn ncxoaamu, KK marenTos
ABASICTCA CTAHAAPTHBIM KpuTepreM 9(h(heKTUBHOCTH Ae-
genna. HeMHOrouncAeHHOCTD ITPOBEACHHBIX HCCACAO-
Barnii KK marmerros ¢ IgAN manunentos [3, 4] u npu-
MEHEHHUE PA3AMYHBIX IICHXOAHATHOCTHYECKHX CPEACTB
u3 gucAa obmux onpocaukos (SF-36, PROMIS) mpe-
IITCTBOBAAM X aHAAU3Y U cucremarnsarmu [10-12]. Ha-
CKOABKO HaM H3BECTHO, IIPEACTABAAEMOE HCCACAOBAHIIE
ABASICTCA IIEPBON pabOTOI, IIPOBEACHHOH B KPYIIHOM
koropre cay4aes IgAN ¢ ncrroap3oBaHmEM OITPOCHHKA
KDQOL-SF, Brarouarorero 18 mapamerpos OIeHKH
B paMKaX OOIINX 1 OOAE3HB-CHEII(DIYCCKUX IITKAA.

[Ipumenenue 5TOro HHCTPYMEHTA IIO3BOAUAO HAM
BIIEPBEIE ACTAABHO OXAPAKTEPH30BATH HPOOAEME,
ceazanbble ¢ camoornenkoi KK manmenrtos ¢ IgAN.
PacmpoctpaneHHBIME OBIAH «COMATHYCCKIE) KAAOOEL:
yromageMoctsb (61% manueHToB), IpUCTYIIB cAAGOCTH
nAu roAoBokpyxenus (54%), mpirreansie 6oan (50%),
oAeIIKa (42%), cyxocts Kok (42%0), TOIIHOTA HAH pac-
crporictBo xeAyaka (32%), cyaoporu (30%). Oanako
AHIIIb Y HEOOABIIIOH YaCTH ITAIINEHTOB OHH AOCTUTAAN
CYIIECTBEHHON CTelneHn BripaxenHOCTH. [Tocaearee,
BEPOATHO, IIO3BOAAET OOBACHUTH AOCTATOUHO BBHICOKIE

CYMMapHBIE OIEHKH 110 OO AC3Hb-CITETU(DITICCKIM ITTKA-
Aam orrpocarka KDQOL-SF «cumirromer/ ipoGaenmsn
1 «BAUAHHE 3200ACBAHNSA IIOYEK HA ITOBCEAHEBHYIO Ac-
ATEABHOCTBY, B KOTOPBIE BXOAAT 9TH KaA00bL. KocBeHHO
Ha YAOBAETBOPEHHOCTDH marueHToB ¢ IgAN cBonm
pU3IIECKNM M ICUXUYECKIM 3AOPOBBEM YKA3BIBAAH
M BBICOKHE IIOKA3ATEAN TPYAOCIIOCOOHOCTH U 3aHATOCTH
(67%), a TaxuKe IIKAABHBIC OLICHKK oIpocHuka SF-30,
BITOAHE COIIOCTABHMBIE C TAKOBBIMH § YCAOBHO 3A0PO-
BeIX AL [13, 14] (cm. TabA. 2). OueBHAHBIM OOBSCHE-
HHEM AOCTATOYHO BBICOKHX OIeHOK marmenTamn KZK
ABASAICTCA TO 0OCTOATEABCTBO, uTO 89% 0OCACAOBAHHOM
KOTOPTBI IIPEACTABAAAN CAYYAH AETKOH M YMEPEHHOM
ancdyuxipm nodek (XbIT C1-C3) ¢ MuHIMAABHOI 9KC-
TPAPEHAABHOI CHUMIITOMATHKOM.

[TpeacraBasiemoe nccaeaoBamme manuerTos ¢ IgAN
IIO3BOAHMAO OIPEACAUTDH BEPOATHBINA BKAAA PAAA KAH-
HHUKO-AEMOTPadUIECKHX IIOKA3ATEACH AAS CAMOOIIEHOK
KUK (cm. taba. 4 1 5). Kak i B ApyTHX HCCACAOBAHHAX
(qacTHYHO BKAFOUaBIIHX mnarueHToB ¢ IgAN), mpu-
HAAAEGKHOCTD K ’KEHCKOMY ITOAY [4, 6] 1 yBeAmueHme
Bo3pacta [4, 6] OBIA OOPATHO CBA3AHBEI C DOABIIIHH-
crsom nokazareaert KJK. Kaxerca HeyAuBHTE ABHEIM,
910 OOoAee BrICOKHE 3HadeHHA A/\ OBIAM HE3aBUCHMO
CBA3AHBI C YXYAIIEHHEM (DU3UIECKOTO (DYHKIIMOHMU-
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POBAHUA N YCTOMYNBOCTH K (PU3MYECKIM HATPY3KAM.
Oamaxo csssu ¢ KJK He OBIAE YCTAHOBACHEL AASl TAKIX
CYIIIECTBEHHBIX ITOKA3aTEACH AMCYHKIINI IOYKH KaK
pCK® u CIIb, BeposaTHO, 13-3a HEOOABIIION AOAH CAY-
YAEB C CYIIECTBEHHON AUCDYHKITHEH ITOYEK U BEIPA/KEH-
HOI npotenHypreil B uzygaemoii koropre IgAN. Bmecre
C TeM, CO IIIKAAAMY «CUMIITOMBI/ TIPOOAEMBD 1 «BAHSHIC
3200AEBAHNA ITOYEK HA IIOBCEAHEBHYIO ACATEABHOCTDY
OBIA ITOAOKHUTEABHO ACCOIMMUPOBAH YPOBEHD AABOYMUHA
CBIBOPOTKH KPOBH, H3BECTHOIO IIPEAMKTOPA HEOAAro-
IIPUATHBIX KAMHHYECKAX HCXOAOB Y ITarteHToB ¢ XBIT
[15].

CAeAyeT OTMETHTD, YTO PYTHHHBEIE KANHUYECKHE
IIOKA3ATEAH, OTPAKAIOIINE CTEIICHD BHIPAKEHHOCTH
IgAN, oObAcHAAE AnIIb HEOOABIIYIO AOAIO (=11%)
Aucriepcun oreHok pasubx mkaA KK, MoxHo mpea-
HIOAOKHTD, ITO IIOCACAHHE, B OOABIIIEH CTEIIEHHM, MOTYT
3aBHCETh OT IICHXOAOTHYECKUX, COIIMAABHBIX M CEMEH-
HBIX (DAKTOPOB B YCAOBHAX DOAE3HU ITOUCK. BoraBaenue
U AHAAH3 TAKHX (DAKTOPOB ITIOTPEOYET AOTTOAHUTEABHBIX
HCCAEAOBAHUH, OAHAKO U AHAAH3 ITOAYICHHBIX AAHHBIX
AEAAET OYEBUAHBIM CYINECTBEHHBIH BKAAA (IICHXO-CO-
IIMAABHOI» KOMIIOHEeHTH B oreHku KOK marmmenramn
c [gAN.

Taxk, cpean Apyrux 60AE3Hb-CHEIH(MUIECCKUX IITKAA
HAnOOAEE HU3KHE OIEHKH OBIAM ITOAYYEHBI 110 ITTKAAE
«Opems 3200AEBAHISA TIOYEK», B KOTOPYIO BXOAAT IIPEA-
CTABACHUA IAIIMEHTOB, KACAFOIINECH ITOAHOIICHHOCTH
KU3HU, YPOBHA CTPECCA B CBA3H C KOHKPETHBIMHI ITPOSAB-
AeHHAMHI 3200AEBAHIA, HEAOCTATKA BPEMEHH 13-32 0O-
A€3HH M ACYCHHUSA U CBA3AHHBEIX C DOAE3HBIO CEMEITHBIX
npobaem. B wacTHOCTH, GOABIINHCTBO HAIIMEHTOB
HCITBITHIBAAO IICHXOAOTHYECKHE IIPOOAEMEI Ha (poHE
CTpecca M BOAHEHUH, CBA3AHHBIX C 3400AEBAHIEM ITOUCK,
a 6oAee ITOAOBUHBI U3 HUX OTMEYAAU YMEPEHHYIO HAH
BBIPAKECHHYIO CTEIIEHN OECIIOKOMCTBa (CM. TabA. 3).

XOTSl HOAYYEHHBIE AAHHBIEC HE TTO3BOAAIOT ACTAAH-
3UPOBATH IPHYMHBI TAKHX CAMOOIIEHOK, BEPOATHBIM
IIPEACTABAACTCSA IICUXOAOTHYECKOE AABACHHE BO3MOZK-
HBIX HEOAArOIPUATHBIX COOBITHI B OYAYIIIEM, PA3BHTHA
TITH, HeOOXOAMMOCTH AMAAM32 HAN TPAHCITAAHTAIIIN
IIOYKH, KOTOPBEIE OBIAM HAHOOAEE CYINECTBEHHBI AAL

WcTouHuk chmHaHCcUpOBaHUSA:

N.A. Bacunbesa, 3.LLI. Kouos, E.H. Jlesbikuna, B.A. [Jobporpasos

IIAIIEHTOB C IgAN ITO AAHHBIM APYTHUX HCCACAOBAHHH
[5, 16]. Kpome Toro, BkAaA B 00IIee IICHXOAOTHYECKOE
Opems OOAC3HHI MOIYT TAKKE BHOCUTD CBA3AHHBIC C HEl
OIPAaHMUYEHNUSA, CPEAU KOTOPBIX MOOUABHOCTD, BAUAHIE
OOAE3HI Ha IIOAOBYIO JKU3HB, TA HAU HHAs CTCIICHB 32~
BHCHMOCTH OT MEAIIEPCOHAAR, 2 TAKKE HEOOXOAUMOCTD
KOHTPOAS IIOCTYIIACHHUS HYTPHEHTOB U KHUAKOCTH.
Brpouem, mocaearee MOMKET OBITB OTHECEHO, CKOpEE,
K «IIO3UTHBHBIM CUTHAAAM» CO CTOPOHBI IIAIIUEHTOB,
oTpaxas UX HeOE3PA3AMYHE K STUM BaKHBIM HHCTPY-
MEHTAM KOHTPOAS OOAE3HIL.

CHABHBIMH CTOPOHAMHU HCCACAOBAHHA ABAAFOTCA
3HAYUTEABHBIN 00BEM BEIOOPKH MAIIMCHTOB C AHATHO-
3om IgAN, npumMeHeHe BAAMAUSHPOBAHHOIO OIIPOC-
HUKa AAA pasHocTOpoHHeH omenku KJK manuenrtos
¢ XBII, BkAroUarormero Kak oodiue, Tak 1 60AC3Hb-
crrertupugeckne mkaAb. OAHAKO OAHOMOMEHTHBIH
AV3AIH HCCACAOBAHISA HE IIO3BOAfCT OLICHHBATD IIPHU-
YHUHHO-CACACTBEHHEIE CBA3H MEKAY HCCACAYEMBIMI
KAMHHKO-ACMOTPA(UIECKUMU IIOKA3ATEAAMI 1 I1apa-
merpamu KOK 1 TpebyeT 0CTOpOKHOCTH B UX HHTEpP-
nperarun. K Apyromy orpanudenuio paboTsl CAEAyeT
OTHECTH H BKAFOYCHIC B AHAAU3, HAPSAY C HHACKCAMI
KK, TOABKO OCHOBHBIX KAMHIYECKIX TTOKA3ATEACH AVIC-
pynkrmn movek. AOIOAHHTEABHBIN AHAAU3 9KCTpape-
HAABHEIX CHMIITOMOB U CHMIITOMATHYECKON TEPAIIUH,
2 TAKKE H3YYCHHUE IOTCHIIMAABHBIX HHAMBHUAYAABHBIX
IICUXOAOTHYEeCKHX AeTepmuHaHT KJK manmenTos
¢ IgAN moryT ObITh BaKHBIMU HAITPABACHUAME AAS
AAABHCHIIIIX MCCACAOBAHIII.

3akArouenue

Takum 0O6pa3oM, HECMOTPSA Ha AOCTATOYHO BEICO-
KHCE OLCHKH 10 OOAbIIHHCTBY mkas KK, marmenTer
¢ IgAN HCITBITHIBAIOT CYIIECTBEHHOE I'YMAHUTAPHOE
OpeMs, aCCOIMIPOBAHHOE C OOAE3HBIO. Y TOYHEHUE
IICUXOAOTHUYCCKUX M COIIMAABHBIX (paKTOpOB, OHpeAe—
ASIFOTITUIX TTEPIIEIIIIIIO AMYHOM KU3HI YEAOBEKA B YCAO-
BUAX IIPECCUHTA DOAE3HH, 2 TAKAE CIIOCOOOB AAAIITAIINH
K HIIM MOZKET OBITh BaKHBIM HHCTPYMEHTOM YAYIIICHHA
HAIIMEHT-OPHEHTHPOBAHHBIX NCX0A0B IgAN.
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Pesrome

C3 raomepyasonarus: (C3 I'TI) — rpynmna yabTpa-peAxux 60ae3Hel ¢ 3a00aeBaeMoCThIO 1-3 caydas Ha Mua-
AVIOH HaceAeHHA B T0A. B ocuoBe marorenesa C3 I'TI aerxat HapyIIeHUA KOHTPOASA AKTUBALINH, ACITO3ULIII
HAM ACTPAAAIIIN KOMIIAEMEHTA C OTAOOKeHHeM pparmeHTOB C3 B KAy6OUKaX, YTO IPUBOAUT K X IIOBPEXK-
ACHHIO ¥ Pa3BUTHIO BOCIIAAUTEABHOM peakumu B TKaHu mmoyek. C3 I'TI xapaxrepusyercsa mporpeccupy-
FOIIIIM TeYEeHHEM, HeOAArOIPUATHBIMU ITOYE€YHBIMU UCXOAAMHU U KpaiiHe BBICOKOM YACTOTOM pelnHAu-
BOB II0CA€ TPAHCIIAAHTAIINY ITOYKH. D(P(PEKTUBHOCTb OOIIEIPUHATHIX HA CETOAHAIIHUI AC€Hb IIOAXOAOB
K Aeuennro C3 I'Tl ¢ ucnosr3oBanneM Kak He(PPONPOTEKTUBHEIX CPEACTB, TAK U TAFOKOKOPTUKOHAOB
M aHAAOTOB MUKO(PEHOAOBOU KHCAOTBI HEAOCTATOUYHA, TAK)KE MaA03(P(PEKTUBHO OKA3aA0Ch U IIPUMEHe-
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HHE B KAYECTBE BTOPOM AMHUY TEPAINH TAPTE€THOr0 aHTH-B-KAeTouHOTO Ipenapara — purykcuma6a. He-
YAOBAETBOPEHHOCTh PE3YABTATAMU TEKyIIel KAMHI4IecKoi npakrtuku aedenns C3 I'TI, c oanoi1 cTopoHsI,
¥ 3HAYUTEABHBIH IIPOTPecC B pa3paboTke HOBBIX TAPTETHBIX IPEIIAPATOB — C APYTOii, IPUBEAU K TOMY,
YTO B HACTOAIIEE BPEMA AKTHBHO U3yYA€TCA IEABIH PAA MOAEKYA, HAIIPABACHHBIX HA OAOKAAY PA3AHMYHBIX
¢hakTOpOB, yUaACTBYIOIIKX B AKTUBAIIH CHCTEMBI KOMIIAEMEHTA ¥ IIOTEHIIMAABHO CIIOCOOHBIX PACIIUPHUTH
TepaNeBTUYECKHIT apceHaA aaa AedeHHnA Kak C3 I'Tl, Tak m Apyrux raoMepyAapHBIX 3a00A€BaHMIA, B ITa-
TOr€HEe3€ KOTOPBIX BAXKHYIO POAb UI'PAET AUCPEIyAALINA CUCTEMBI KoMmaeMeHTa. Ha pasanmuneix aranax
HAaXOAATCA MCCAEAOBAHMA, HAIIPABACHHBIE HA OIIEHKY BO3MOKHOCTH UCIOAB30BaHHA B AedeHun C3 I'TI
GAOKAABI PA3AMYHBIX KOMIIOHEHTOB cucTeMbl KommaemeHnTta — C5, perrenrropa Cbha, pakropa D, dpaxropa B,
C3 1 MaHHO30CBA3BIBAIOIINX ACKTHH-ACCOIMUPOBAHHBIX CEPUHOBEIX IpoTeas 1 u 2 Tuma. B arom 0630pe
AWTEPATYPBI MBI IIPEAOCTABAAEM AAHHEBIE O IIEPCIEKTHBHBIX HanpaBAeHnax B aedeHnn C3 I'TI u o6cyxaaem
HOBBI€ BO3MO>KHOCTH TAPTETHOM TePaIiH.

Karouesvie cnosa: C3 cnomepyaonamuz, xomnaemenm-0a0kupyomasn mepanus

Abstract

C3 glomerulopathy (C3G) is a group of ultra-rare diseases with the incidence about 1-3 cases per
1 million population per year. Major role in the C3G pathogenesis play disturbances of the complement
activation, deposition and degradation, resulting in the glomerular deposition of C3, which, in turn,
leads to glomerular damage and inflammation in the kidney tissue. C3G commonly associated with
the progressive course, poor kidney outcomes and high rate of recurrence after kidney transplantation.
Efficacy of the current conventional approaches to C3G treatment, including nephroprotective measures
and glucocorticoids and mycophenolic acid analogues is insufficient; the usage of targeted anti-B-cell
therapy with rituximab also did not provide sustainable effect. Unsatisfactory results of the current clinical
practice and a rapid progress in the development of new targeted medications recently lead to the active
investigation of a number of molecules, targeting several factors of the complement cascade, which may
enrich therapeutic armamentarium for the treatment of C3G and other glomerular diseases, associated with
the complement dysregulation. Several studies, aiming the evaluation of blockade of various complement
system components — C5, C5a receptor, factor D, factor B, C3, and mannose-binding lectin-associated serine
proteases type 1 and type 2 for C3G treatment are currently in progress. This review of literature presents
available data from the current clinical trials and discusses new options of the targeted treatment of C3G.

Key words: C3 glomerulopathy, complement-blocking therapy

Bseaenue

Cucrema KOMITAGMEHTA — APEBHEIIIIAsA YACTD BPOZK-
ACHHOTO HMMYHHTETA, OOCCIICUNBAIOIIAS 3AIIHTY
OT HH(EKITHH U IPEACTABASIONAs COOOH KacKaA OHO-
XIMHYECKAX PEAKIIHH, IPOTEKAIOIINX B KPOBOTOKE
U Ha IOBEPXHOCTH KACTOK. IlpumcyrcrBue B kpoBH
rakTOpOB, CIIOCOOHBIX «yOUBATH OaKTEPHI, OBIAO 00-
HAPYKEHO eIlle B KOHIle 19 Beka, BIOCAGACTBHH Bak-
HEBIH BKA2A B Pa3BUTHE IIPEACTABACHUI 00 MMMYHHBIX
MeXaHu3Max Ausuca Oaxrepuii caeaan [layap Dpanx,
KOTOPOMY U IIPHHAAACKUT ABTOPCTBO CAMOTIO TEPMIHA
«kommaemeH |1, 2]. AaapHefiIee n3ydeHHE CUCTEMBL
KOMIIACMCHTA M IIOHHMAHUE TOTO, YTO KOMIIACMCHT
IIPEACTABASICT COOOM HE CAHHYIO CYOCTAHIIUIO, 2 MHOKC-
CTBO MOAEKYA (B HacTosIee Bpems uzsectao boaee 50),
pactaayaach Ha Accatuaetus [3]. Tak, Beraeaenne Cl
u C2 xomrronenTos npousorao B 1907 roay, C3 u C4 —
B 1925 1 1926 roaax, coorsercrsento, C5 — B 1965 roay,
a C9 xommonenra — B 1969 roay [4, 5, 6, 7, 8]. Ot
1 MHOKECTBO APYTHX OTKPBITHI ACTAU B OCHOBY AQAB-
HEMIITNX HCCACAOBAHUI, B KOHEYHOM HUTOTE IIPUBEAIIIIX
K (DOPMUPOBAHUIO IIPEACTABACHESA O TPEX Iy TAX AKTHBA-
I[IM KOMITAEMEHTA, B TOM YHCAE U O KACKAAC AABTEPHA-
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THBHOIO IIyTH, B KOTOPOM V9YACTBYIOT CIEIH(IICCKIE
HMEHHO AAf 3TOTO Iy TH IporepAnH u dakropst B u D
9,10, 11, 12, 13]. HemaaoBaskHoO, 90 AOCTIIKEHHA (DYH-
AAMEHTAABHOI HAYKH y/KE Ha PAHHUX 3TaIlaX HAXOAUAN
CBOE OTPAXKEHIE B KANHUYECKOH IIpakruke. Tak, erme
B 1915 roay OBIAO OIIYOAMKOBAHO IIEPBOE OIIMCAHUE
CAYYaEeB IOCTCTPEITOKOKKOBOIO TAOMEPYAOHEPHTA,
IIPU KOTOPBIX OBIAO BBIABACHO CHIZKECHHE KOHIICHTPA-
LM KOMIIOHEHTOB KOMITAEMEHTA B KPOBH, ITO 1 3HAME-
HyeT HAYAAO U3Y9ICHUA KOMIACMEHT-ACCOLIMUPOBAHHBIX
6oaesueit mouek [14]. OAHAKO AASI HOHUMAHIS IICH-
TPAABHOH POAH KOMIIACMEHTA H B OCOOCHHOCTH — €IO
AABTEPHATUBHOIO IIyTH B PA3BUTUN MHOKECTBA II0YCY-
HBIX (M HE TOABKO) 3a00AEBAHUI, ITOTPEOOBAAOCH EIIIe
AesstHOCTO AcT [15].

IToukn ABAAIOTCA OCHOBHON MHUIIICHBIO IIPH AHC-
PEIYAAILINN CHCTEMBI KOMIIAGMEHTA, HX OCOOCHHAS
YYBCTBHTEABHOCTD K KOMIIACMEHT-MEAHHPOBAHHOMY
HOBPEKACHNIO OOBACHACTCS HECKOAPKIMH CIEII(H-
YecKUMH 0COOEHHOCTAMU. B 1IepByIo o4epeAs 910 BEI-
COKOE THAPOCTATHYECKOE AABACHIE KPOBH U (DHABTPA-
IHIA TIAQ3MBI B KAITMAAAPAX KAYOOYKOB, BCAEACTBHE YE€rO
B HEIIOCPEACTBEHHON OAM30CTH OT 0A3aAPHOM MeM-
OpaHBI BO3PACTACT KOHIIEHTPAIUA OEAKOB KOMIIAEMEHTA.
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Basknyro poas urpaer heHeCTPHPOBAHHOCTD dHAOTCAHA
KAYOOUKOB, IIOBBIIIIAFOINAA KOHTAKT KPYITHBIX IIAA3MEH-
HBIX OEAKOB C TAOMEPYAAPHOI OA3aABHOI MEMOPAHOIH,
U KpOME TOro, Ha 0a3aABHOM MeMOpaHe OTCYICTBYIOT
OeAKn-peryAaTopsl Kommaementa [16, 17].

OrpOoMHYIO POAB B IOHHMAHUH POAU KOMIIACMEHTA
B IIATOTEHE3E IMUPOKOTO CIIEKTPA IIOYECIHBIX H CUCTEM-
HEIX DOAC3HEH CEIIPAAO H3YYCHUE IIPOTOTUINICCKUX
KOMIIAEMEHT-OIIOCPEAOBAHHBIX 3200AEBAHUI — ATH-
HIYHOTO TE€MOAUTHKO-YPEMUYECKOIO CHHAPOMA
(al'YC) u C3 raomepyromaruu (C3 I'TI) [18]. [Tocaea-
HoA OBIAA BBIACACHA B CAMOCTOATEABHOE 3200AEBAHIE
OTHOCHTECABHO HEAABHO, YCMy B 3HAYUTCABHOH Mepe
criocobcrBoBaso nospaenue B 2011 roay HOBOH kaac-
cudpuKaI MEMOPaHOIIPOAIMEPATUBHOTO TAOMEPY-
aouedpura (MIII'H), mosBoAuBIIel pasrpaHUYUTD
HMMYHOTAOOYANH-MEAMHPOBAHHBINA M KOMIIAEMEHT-
meauuposaruei MITTH [19]. Coraacao Koncencycy,
socturayTomy B 2013 roay, Tepmua C3 I'TI xapakrepu-
3yeT IaTOAOTHYECKHIT IIPOIIEcC, OOYCAOBACHHEII Ha-
PYILLICHIEM KOHTPOAS AKTUBALIHH, ACIIO3UIINI HAH AC-
rpasarnu KomiaeMenTa ¢ oraoxernem C3 dparmenta
B KAYOOYKAX; ITPH 9TOM PEIIAFOIIIM AHATHOCTIICCKIM
KPUTEPHEM CAYKHT IMMYHOMOP(OAOIHIECKOE HCCAC-
AOBAHUE, BBIABAAIOIIEE HHTEHCHBHOCTD cBeueHud C3
Ha 2 1 OoAee IOPAAKA BBIIIIE, YeM AFOOOIO APYTOrO HM-
myHopeaxtanra [20]. K sromy BpemeHu craao AcHO, 910
cBeToorrTnaeckuii mpoduap nospexaennd mpu C3 I'TI
3HAYUTEABHO BAPBHUPYET U BKATOUaeT He Toabko MITI'H,
HO U ME3aHTHOIPOAN(EPATHBHBIH, ITOAYAYHHBIH 1 APY-
rue marrepusl |21, 22]. TToapasaeaerue C3 I'T] Ha 60-
Aessb AoTHBIX Aerio3uToB (BITA) i C3 raomepyaoned-
put (C3 I'H) ocHOBEIBaeTCA Ha AOKAAN3AIIIN ACTIO3UTOB
UHTPAMEMOAPHO3HO ANOO CYOIHAOTEANAABHO H/UAK
B ME3AHTHH 110 AAHHBIM 9AEKTPOHHOH MUKPOCKOIIUH
[18, 19, 20, 21, 22].

VIAyOA€HHOE H3yYEHNE ITATOICHETHYECKUX MEXa-
rHusmos passurud C3 I'T] nmpuseao k HacTosAIEMY Bpe-
MEHH K IIOHIMAHHIO TOIO, 9TO Ae(DEKTBI PEIYAATOPHBIX
OeAKOB, HHIIOUTOPOB AU AKTHBATOPOB AABTEPHATHB-
Horo nytn (AIT) komIaemenTa, MOTYT OBITH ACCOITMUPO-
BAHBI C PASAYHBIME AHOMAAHMAMIL 1) C TEHETHYECKUMU
MyTanuaMa (aHomaAunAMu renos gakropos B, H, 1,
u CD46); 2) ¢ amTureaaMu, KOTOPBIE AHOO HEHTPaAU-
3YIOT HHTHOHPYIOIIIE KOMIIOHEHTHI KOMITAEMEHTA, 9TO
IIPEIATCTBYCT 3AMCAACHIIO AKTUBAIIMN AABTCPHATHB-
HOTO KacKkaAa (Hampumep aHTHTeAad K dpakropy B, H,
6eaxam C3, C4), anbo (narpumep C3-nedppurmdeckuit
(paKTOP) YCHAUBAIOT 3Ty AKTUBALIHIO, CTAOMAU3UPYA
C3-komseprasy [23, 24]. [1yckoBbiME #e MEXaHI3MAMU
(TpHITepamMu) MOIYT ABAATHCS MHMEKIIHI, AYTONMMYH-
HBIE HAPYIIICHHUA 1 MOHOKAOHAABHBIE ramMMaratun [17,
23,25, 26, 27]. HeaasHee nccaeAOBaHME C IPOBEACHHEM
KAaCTepHOro aHaAn3a moApasaeanao C3 I'T] ma gersrpe
IPYIIIIBL, B 3aBUCHMOCTH OT ITATOAOTUH AKTHBAIIHH KOM-
IIAEMEHTA B KUAKOH pase, HAAUYNA FEHETHIECKHIX aHO-
MAAUI, IIPU 3TOM IPYIIIBI XaPAKTEPH30BAAUCH PA3HON
KAMHHYECKON KapTUHOH u rporroszom [28]. Takum
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obpasom, C3 I'T] mpeacraBasieT coOOIT He CAUHOE 3a-
GoAeBaHIeE, 2 CKOPEe KOHTUHYYM 3200AEBAHUI C ACiKa-
IIIEMH B OCHOBE ICHETIICCKIME AHOO 2y TOMMMYHHBIMI
AHOMAAMAMUI U PA3AMYHBIME ITyCKOBBIMU MEXaHH3MAMIL

KAMHUKO-31IMAEMIOAOTTUECKHE 0COOEHHOCTH
u oneHka nporuosa C3 raomepysonarun

[TOCKOABKY KAFOYEBBIM KPUTEPHEM AMATHOCTHKI
C3 I'TI sBAAFOTCA AAHHBIE IMMYHOMOP(OAOTHYECKOTO
nccaeaoBanus [20], Oe3 BBEIIOAHEHHS OHOIICUU IIOYKI
Anarnos C3 I'TI ycranosurs HeBo3MOxHO. OIpeAeAnTs
PEAABHYIO YACTOTY 3a00AEBAHHUA AOBOABHO CAOKHO,
TAK KaK HE BCE CAYYAH C OTHOCHTEABHO MATKIMU KAH-
HUYECKUMHU ITPOABACHUAMI ITOABEPraroTCa HepoOH-
OIICHH, IIOKA3aHUA K KOTOPOH BAPbUPYIOT HE TOABKO
B PA3ANYHBIX CTPAHAX, HO AQKE MEKAY PASAIIHBIMHE He-
dporormaeckuMu IEHTPAME OAHOH cTpansr. OOIee e
YHCAO BepU(UIIMPOBAHHBIX CAYYACB B PETPOCIICKTUB-
HBIX KOTOPTAX IO3BOAAET TOBOPUTH 00 YABTPA-PEAKOCTH
9TOMN IIATOAOTHU — CKETOAHAS 3a00ACBAEMOCTD B MUpPE
oIeHUBACTCA Kak 1-3 cAydas Ha MHAAMOH HACEACHHA
[23, 27, 29] u Takum o6pazom C3 I'T] ¢ ogeBuaHOCTEIO
MOzKeT OBITh OTHECEHA K paspAAy opdaHHEIX 3a00A€-
BAHHH.

[ Tpurimas BO BHEIMAHIE OCBEIIICHHOE BBIIIIE MHOIO-
00pasue MaTOreHeTHYECKIX MEXaHI3MOB H CBETOOIITH-
vyecknx narrepuos C3 I'Tl, sakonomepHO#t mpeAcTaB-
AfeTCS B BAPHAOEABHOCTD KAUHHYCCKUX IIPOSABACHUI
C ODINMPHBIM CIIEKTPOM OT OECCHMIITOMHON MHKPO-
TEMATYPHH U IPOTECHHYPHH AO TLKEAOTO HedpoTH-
YECKOTO CHHAPOMA U OBICTPOIIPOrPECCUpPYIOIIEH I10-
uewyHoll Heaoctatounocry; y 70% aereit u y 30-50%
B3POCABIX ITAIIMCHTOB TEPMUHAABHAS IIOYCIHAA HEAO-
CTATOYHOCTH pa3BuBacTca B TedeHne 10 Aet o1 MOMeHTa
VCTAHOBKH AuarHo3a [23, 27, 28], a 1o OIyOAHKOBAHHEIM
B 2022 roAy AAHHBIM PETPOCIIEKTHBHOIO MHOTOIICHTPO-
BOI'O KOTOPTHOTO HCCAEAOBAHMUA C MEAUAHOM HAOAFOAE-
Hus 42 MecAIa, ITOYTU TPETh HALIEHTOB 33 9TOT IIEPUOA
AOCTHUTAH IIOUEUHOH HepocTaTouroCcTH [30].

Kak i mpu Apyrux rAOMEpyAApHBIX OOAC3HAK, OAHIIM
13 BAKHEHINNX IIPEAMKTOPOB IIPOTHO32 ABAACTCS IIPO-
teunypud. Tax, B cyb-aHaause koropt marentos ¢ C3
I'TI (n=135) u mmmyrokommaekcuem MITTH (7=152)
B paMKaxX DpHTaHCKOro HAIIMOHAABHOIO PEINCTPa PEA-
knx boaesneit mogex (National Registry of Rare Kidney
Diseases, RaDaR) Orprao mokaszano, 4ro cHmKeHHE
IIpoTenHypun B Tedenue roaa Ha 50% oT mcxoaHOTO
YPOBHS YMEHBINAAO PHUCK PA3BHTHS IIOYCIHON HEAOCTA-
Tounoctn Ha 67% (orromenne puckos 0,33 95% Al
0,17-0,63) [31]. AmarormaaBIM OOPA3OM, B IIUTHPOBAH-
HOM BBIIIIC HCIIAHCKOM HCCACAOBAHHM, BKAIOYABIIEM
marmeHToB ToABKO ¢ C3 I'TI (#=85), camxenue mpo-
teuHypux Ha =50%0 TakKe 00ECIIEYNBAAO YMEHBIIICHIE
pHcKa passuTHA moueuHoi Heaocratounocta (OP 0,79
95% A 0,5-0,97) [30]. ITockoAbky mpoTensypus MOKeT
OTPAKATh KAK AKTHBHOCTH IIPOIIECCA, TAK U TKECTD XPO-
HITIECKIX H3MEHEHHI, BA/KHYFO IIPOTHOCTHIECKYIO POAD
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Ta6bnuua 1 | Table 1

MmcTonornyeckuin nigekc C3 rnomepynonatuu,
ajanTupoBaHo us Bomback AS, Santoriello D, Avasare RS. et al. Kidney Int. 2018;93(4):977-85 [32]

C3 glomerulopathy histopathology index,
adapted from Bomback AS, Santoriello D, Avasare RS. et al. Kidney Int. 2018;93(4):977-85 [32]

LLkana aktuBHocTK, 0-21 Bbannbi

LLikana XxpoHNYecknx nsmeHeHum, 0- 10 Bbannbi

O=HeT
1=1%-25%
2=26%-50%
3=>50%

Me3saHrnanbHasa rMMNepKneToyHoCTb

O=HeTt
1=1%-25%
2=26%-50%
3=>50%

SHpoKanunnapHasa nponndepauna

O=HeTt
1=1%-25%
2=26%-50%
3=>50%

MembpaHo-nponudepaTrBHbI Npodusb

O=HeTt
1=1%-25%
2=26%-50%
3=>50%

JNekouutapHasa nHGUNLTPaLMa

O=HeTt
1=1%-10%
2=11%-25%
3=>25%

DopmrpoBaHne NoayyHWi

O=HeT
1=1%-10%
2=11%-25%
3=>25%

DOrOPUHOVAHDIV HEKPO3

0=<10%
1=10%-25%
2=26%-50%
3=>50%

MHTepCTI/ILl,I/IaJ'IbHoe BOCMnaneHne

0=<10%
1=10%-25%
2=26%-50%
3=>50%

[MomMepynocKknepos

0=<10%
1=10%-25%
2=26%-50%
3=>50%

ATpodua KaHanbLeB

0=<10%
1=10%-25%
2=26%-50%
3=>50%

NHTepcTuumanbHbIn Gropos

0 - HeT
1-ectb

ApTepuo- 1 apTepuonocKiepos

HUIPACT ITUCTOAOIMYECKAS OLICHKA AKTHBHBIX U XPOHU-
YCCKUX M3MCHECHHE; OAHUM M3 HHCTPYMCHTOB TaKOM
OLICHKH CAYKUT paspaborarusiii B 2018 roay Koaym-
ouricknit maAckc akrusHOCTH (Ta0Amma 1). Ha oc-
HOBAHUU AHAAU3A TUCTOAOIMYCCKUX U KAUHHUYCCKUX
AaHHBIX B koropre maruentos ¢ C3 I'TI (»=111), as-
TOPHI 3TOH IyOAHUKAITHN AEAAFOT BBIBOA, YTO MapPKEPHI
XPOHHU3ALINH, TAKHC KAK HHTCPCTUIIHAABHBIN (hrOpos,
IAOMEPYAOCKAEPO3 U CHIKEHHE CKOPOCTH KAYOOUKO-
Boit uabrparnnu (CK®), 6eran HanboAee CHABHBEIMU
LIPEAUKTOPAaMH HCX0AA 3a00AeBanus [32]. Taxkum 00-
PA30M MOKHO 3aKAFOUUTb, YTO OCHOBHBIMH IIPEAUKTO-
paMu HeOAArOIPUATHEIX HOYedHEX Hcx0A0B C3 I'T]
ABAAIOTCS OMOMAPKEPBI — IIPOTEUHYPHA U CBIBOPOTOY-
HBEIH KpeatuHuH (1, cootsercTBeHHO, pCKD) 1 rucro-
AOTHYECKHE IIPU3HAKI — TAOMEPYAOCKACPO3 U HHTEP-
CTHIINAABHBIH (DHOPO3. DTOT BEIBOA IIOATBEPIKAACTCA
HCCACAOBAHIEM, IIPOBEACHHBIM B KAHHHKE Meifio,
IO AQHHBIM KOTOPOI'O IIPEAUKTOPAME TEPMIHAABHON
IIOYEYHOH HEAOCTATOYHOCTH B KOrOpPTE IAINEHTOB
¢ C3ITI (#»=114) OprAH ypOBEHDb KPEATHHHHA CHIBO-
pOTKH ¥ npoTenHypust >3 r/CyTKH HA MOMEHT yCTa-
HOBKH AMATHO32, TAKECTb TAODAABHOTO TAOMEPYAO-
CKAEPO32a U CTEIIEHb HHTEPCTHIHAABHOIO (pudposa

[27].
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Yro kacaercs yposHa C3 B CEIBOPOTKE KPOBH, TO €I0
cHmxeHue HabAroaaercd B 75% cayuaes C3 I'TI [18].
brrao mokasano, uro Huskuit yposens C3, BrICOKMIT
yposenb pactsopumoro C5b-9 u Beicokas crabuansu-
pytoras criocodbnocts C3-medpurnyaecknx akropos
ABASTOTCA OMOMAPKEPAMH arpeCcCUBHOM AUCPEIYAAIIAI
CHCTEMBI KOMITAEMEHTA 1 IIPEAHKTOPAMIU OBICTPOTO IIPO-
IPECCUPOBAHIA AO TEPMUHAABHOM IIOYEUHOM HEAOCTA-
togHoCTH [33]. AKTHBAIIUA KOMIIAEMEHTA CKOPEE aCCO-
IIHIPOBAHA C OCTPHIMU U3MEHEHUAMMU, YEM BO3MOKHO
1 0OBACHACTCA OTCYTCTBHE CHIKEHNA YpoBHA C3 y gacTi
nanueHToB. K COXKaACHIIO, KOMMEPUYECKIE METOABI
onpeAcAeHNA HePHTHIECKUX (DAKTOPOB B HACTOAIIEE
BpEMs HEAOCTYIIHBI, 9T HCCACAOBAHUA BBIITOAHAIOTCA
TOABKO B CIIEIIMAAM3UPOBAHHBIX Aaboparopuax [17].

OO6menpuHATEIE IIOAXOABI K ACYEHHIO
C3 raomepysonaTum

Heob6x0AnMO ITOAUEPKHYTH, YTO PEAKOCTD 3a00AE-
BAHUA HE MOKET U HE AOAKHA OBITH OCHOBAHHEM AAf
peHeOpeKeHNA HEOOXOAUMOCTBIO AACKBATHO €I0 ANa-
THOCTHPOBATH U 3 EKTHBHO AE€UUTD, OAHAKO AO Ha-
crosmero spemern C3 I'TT Bce emme xapaxrepnsyercs,
KaK OBIAO IIOKA3aHO BBIIIIE, HEOAATOIIPUATHBIMU HCXO-
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AAMH B CBA3H C OTCYTCTBHEM CHEIIH(DIICCKIX METOAOB
teparmu [23]. D dekTuBHOCTS OOIIEIPHHATHIX Ha Ce-
TOAHAIIIHIN AeHb HOAXOAOB K AcueHUto C3 I'TI ¢ uc-
IIOAB30BAHHEM KaK He(DPOIIPOTEKTUBHBIX CPEACTB, TAK
u rarokokopTukonA0B (I'K) n amaroros mukoderono-
Boit kucaoTel (AM®K) meaocratouna [23, 27, 32, 34].
Tak, B kpynuoit koropre marertos ¢ C3 I'TI (#=78)
[TOYEYHBIEC UCXOAB! (KOMIIO3UTHASL KOHCYHAS TOYKA —
TEPMHHAABHAS ITOYCIHAA HEAOCTATOYHOCTD HAH YABO-
€HHE CBIBOPOTOYHOIO KPEATHHUHA) OBIAM XYiKE V TeX,
KTO IIOAYYaA TOABKO HE(PPOIIPOTEKTUBHYIO TEPAIIHIO
10 CPABHEHUIO C TIOAYVYABITHME IMMYHOCYIIPECCAHTHI
(17,6% nporus 23,8%; OP 2,41; 95% AW 0,77-7,05),
HO U UIMMYHOCYIIPECCHBHASA TEPAIIHA HE OOCCIICIHBAAL
AAHTEABHYIO ITOUeUHYFO BerknBaeMocTs [27]. Headpdek-
THBHBIM OKa3aA0Ch U IIPUMCHEHUE B KAYECTBE BTOPOI
AMHHU TEPAIIHH PUTYKCUMA0a, OIIBIT HCIIOAB30BAHIA
KOTOPOTO OTPAHHYMBACTCA K HACTOAIIEMY BPEMEHH
eAnHIgHBIMI HaOATOAcHUAMH [35]. HeyaoBaeTrBOpeH-
HOCTD PE3YABTATAMHI TEKYIIECH KAMHIYCCKOM IIPAKTUKI
acgenua C3 I'Tl, ¢ oAHON CTOPOHBL, U 3HAYUTCABHBIN
Iporpecc B pa3pabOTKe HOBBIX TAPIETHBIX IIPEIIAPATOB —
C APYTOH, IIPHUBEAH K TOMY, ITO B IIOCACAHIC HECKOABKO
ACT AKTUBHO U3y9aeTCs LIEABIH PAA MOACKYA, HAIIPABACH-
HBIX HAa OAOKAAY Pa3AHYIHBIX (DAKTOPOB, YIACTBYFOIINX
B AKTHBALIUI CHCTEMBI KOMIIACMEHTA U IIOTCHI[HAABHO
CITOCOOHBIX PACIIIIPUTD TEPAIIEBTHYECKUI APCEHAA AAS
aevernd kak C3 I'TI, Tak m Apyrux raoMepyAapHbIX 3200-
A€BAHUIL, B IIATOTCHE3E KOTOPBIX BAKHYIO POAb HIPACT
AVICPETYAAITHA CHCTEMBI KOMIIA@MeHTA [36].

IToaxoABI K oLieHKe 3(p(PEeKTUBHOCTH HOBBIX
MeToA0B AeueHus C3 raomepyronariu

B cBsi3n ¢ BO3pacTaroIuM HHTEPECOM K HCCAEAOBA-
HUIO HOBBIX TAPICTHBIX ITperapatos aad Aederms C3 IT1
3aKOHOMEPHBIM IIPEACTABAACTCA BOIIPOC O TOM, KaK
HAMAYYIIIM 00Pa30M OIEHHBATH UX 3(D(DEKTUBHOCTD.
B umrone 2023 roaa Muunnarusa 110 3AOpPOBBIO IIOYEK
(Kidney Health Initiative), mpeacraBafroree coboi
apTHEPCTBO MEKAY YIIPABACHHUEM II0 KOHTPOAIO Ka-
YECTBA ITUINEBBIX IIPOAYKTOB H ACKAPCTBEHHBIX CPEACTB
B CIIIA (Food and Drug Administration, FDA) i Ame-
PpHKaHCKEM 00IrecTBOM Hebpoaoros (American Society
of Nephrology, ASN) mpeasoxuaa co3aarh pabouyro
IPYIITY AAfl H3YYCHHUA PEACBAHTHOCTH AAOOPATOPHBIX
U ITUCTOAOTUYECKHX ITOKA3ATEACH, HCIIOAB3YEMBIX B Ka-
9YECTBE KOHEYHBIX TOYCK B KAMHHUYCCKHX HCCACAOBA-
musx, nocssrerHsix C3 I'T1 (C3G Trial Endpoints Work
Group), OAHAKO Ha MOMEHT (DOPMUPOBAHSA IPYIIIIBI
9KCIIEPTOB ITPOBOAHAOCH TOABKO ABA PAHAOMH3HPOBAH-
HBIX HCCACAOBAHHSA HOBBIX KOMITACMEHT-OAOKHPYIOIINX
nperaparos. [losromy onyoaukoBauneii B 2024 roay
OTYeT, ACMOHCTPHUPYIOIINI CHABHBIC U CAAOBIE CTO-
POHBI KOHEYHBIX Touek uccaeaopanmii C3 111 u pea-
AAraroIuil UX TPAKTOBKY, IIPEACTABASET COOOI CKOopee
LIPEABAPUTEABHBIH HEKEAN (PUHAABHBII AOKYMEHT

(TabAnma 2) [37].
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Kak BUAHO 13 TaOAHIIBL 2, B KAYECTBE 3aPAHEE OIIpe-
ACACHHBIX KOHCYHBIX TOYCK HCIOAB3YIOTCH OOCYKAAB-
IITHECS BBIIIIE OCHOBHBIC IIPCAUKTOPEL HEOAATOIIPUAT-
ubIx ncxoAos C3 ITI [27, 32]. Pabowuas rpyrima mmpuriaa
K BBIBOAY, 9TO OAATOIIPHATHOE BAHAHNE ACIEHUSA HA BCE
TPHU KOHEYHBIE TOUKH MOKET IIOCAYKUTD YOCAHTCABHBIM
AOKa3aTEABCTBOM 3D (DEKTUBHOCTH TEPAIINH, [IEACHA-
IIPABACHHO BO3ACHCTBYIOLICH HA KOMIIOHCHTBI CHCTCMEL
KOMITAEGMEHTA. DKCIIEPTHL TAK/KE OTMEYAIOT, 9TO BEIBOA
00 5(pHERTUBHOCTH TAKOI TEPAIINH MOKET OBITH CACAAH
AQzKE€ IIPU OTCYTCTBHU IIOAHOIO OaAaHCa MEKAY BCEMIU
TpeMsA KOHEIHBIMHI TOYKAMU, HAITPUMEP IIPH CHIKCHIN
IpoTenHypuH U craduansanun nan yayarieHnn pCK®,
HO C HEOAHO3HAYHBIMH THCTOAOTMYECKUMH HCXOAAMMU,
Kpowme toro, skcriepTsl OAYEPKHBAIOT, YTO C YUETOM
OIPAHHYCHHOCTU AOCTYIIHBIX AAHHBIX, HU AAfl OAHOM
13 3apaHee OIPEACACHHBIX KOHEYHBIX TOYCK FIM HE YAQ-
AOCB OIIPEACAUTD CTCIICHD N3MCHCHUH HAU MUHHMAAD-
HBIE IIOPOTOBBIC N3MEHEHMUS, KOTOPBIE MOKHO OBIAO OBI
canTath KAnHndecku 3HaanmbiMu ans C3 I'TT [37].

OcHOBHBIE TOYKH IIPUAOIKCHUA ACHCTBHA
HOBBIX TAPTETHBIX MIPENapaToB —
AABTEPHATUBHBIN MyTh AKTUBAITUU
CHCTE€MBI KOMITAEMEHTA

AAf TTOHUMAHSA ITPUHITAITA ACHCTBHA HOBBIX TAPIET-
HBIX IIPEIIAPATOB CACAYET CIIE Pa3 BEPHYTHCA K CHCTEME
KOMITIAGMEHTA U IIOAPOOHee pacemotpers Al urparo-
I KAROUEBYFO poAb B maTorenese C3 I'Tl. Ocuopras
ocobernnocTs All, oTAmvaromas ero 0T AEKTHHOBOIO
1 KAACCHYECKOTO IIyTH, CBA3aHa ¢ camoakTuBarieit C3-
KOMITOHCHTA KOMIIACMEHTA ITyTEM €TO THAPOAH34, ITOCAE
4ero mpoucxoAut reHepanus C3a- u C3b-dparmenTos.
[Tocaeanmii cesspBaetcs ¢ daxropom B, obpasyer kon-
raomepar C3b-dakrop B u npu momornn daxropa D
npespartaerca B C3-kouseprasy (C3bBb). D1o coean-
HEHHE YCUAUBACT AMIIAMUKAIINOHHYIO TIETAIO, TCHE-
pupysa MEHOro4YrcAcHHBIE MOACKyABl C3b-parmenra,
KOTOpBIE cBA3BBaroTCA C3-KOHBEpTa30it, 1 hopmupyer
C5-xouBeprasy. [locaeAHss, B CBOIO OYECPEAD, AKTHBH-
pyer C5-KOMIIOHEHT, PACITIEIAAIOIIHIACA HA (DPArMEHTHI
C5a u C5b. Mmerno C5b-dparmenT nanImmpyer tep-
MIHAABHBIC ITyTH AKTUBALHM, 3AITyCKasd 0Opa3oBaHMe
MemOpanoarakyroriero komraekca (MAK), cocrosero
n3 C5b-CY-kommonenTos. Oparmentsr C3a u Cha aBas-
10TCH AHA(DHAOTOKCHHAMU, KOTOPBIE BHISEIBAIOT MUTPA-
ITHUO HMMYHHBIX KACTOK, CbOpMI/Ipyﬂ BTOpH"IHbIﬁ M-
MYHOBOCITAAUTEABHBIH OTBET, 4 TAKKE CIIOCOOCTBYIOT
orrconnsanuu u GaronuTosy kAetok. Llurorokcmde-
cxuit oapdexr peaansyer MAK, AcficTBHE KOTOPOTO CBSA-
3aHO HE TOABKO € (DOPMHUPOBAHMEM ITOp HA MeMOpaHe
KACTKHU U €€ OCMOTHYECKOTO AU3HCA, HO U AKTHBALHCH
ACHKOILIMTOB, BBICBODOKACHHEM IIPOBOCIIAAUTEABHBIX
MeAnaTopos u nposudepanueii kaetoxk [3, 38, 39, 40].
Aanee MBI paccMOTPHM ITOAXOABI K Aeuenmto C3 I'TI, oc-
HOBAHHBIC HA BOSACHCTBUH HA PA3ANYHbBIC KOMITOHCHTEI
CHCTEMBI KOMIIACMEHTA 11 B 0coOeHHOCTH ero All
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OueHKa noka3sareneii, UCMoJib3yeMbiX Kak NepBUYHbIe UCXOAbI B uccnepoBaHusx no C3 M,
apgantupoBaHo u3s Nester C, Decker D, Meier M et al. CJASN. 2024; 19: 1201-1208 [37]

Estimation of various primary outcomes from C3 GP trials,
adapted from Nester C, Decker D, Meier M et al. CJASN. 2024; 19: 1201-1208 [37]

3apaHee

onpeneneHHble

[okasaTtenbcTBa

KOHEeYHbIe TOUYKN

HeonpepeneHHocTb

MpoTtenHypua

pCKD

McxopHasn MY Bbiwwe 3,5 r/cyT accoLmmpoBaHa € XyALWnum
MPOrHO30M.

CHuxeHme Y Ha 50% B TeyeHue nNepBbix 12 mecAaues
accoummpoBaHo MmeHbLwM OP nporpeccrpoBaHus
10 NOYEYHOI HeJOCTaTOYHOCTU B TeueHue 12 mecsAles.

MmeeTca obpatHas casb mexay OBK B Moye 1 KpuBoii
HaknoHa pCKO.

Mo paHHbIM RaDaR cHmkeHue MY, 0cobeHHO 0 ypOBHSA
Huxe 100 mr/mmonb K 12 mecALy accoummpoBaHo

co cHukeHvem OP pa3BUTMA MOYEYHOW HeJOCTaTOYHOCTIN
B TeyeHue 20 ner.

50% cHuxeHne OBK B Mmoue B TeueHune 1 roga
accoLMmMpPOBaHO € 9% OTHOCUTENbHBIM YyylleHem
anHamuky pCK® no cpaBHEHMIO C ICXOAHOW MO AaHHbIM
lowa C3 Registry.

Bonee Hu3KasA KpuBasa HaknoHa pCKD B TeueHne nepuopa
HabnogeHNs, HaunMHas ¢ 6 MecsLEeB, acCoLMMPOBaHa
C nocTeneHHbIM cHXeHrem OP nporpeccnposaHus

Hecornacytowmecs mexgy coboi iaHHble

MCCneaoBaHN B OTHOLEHUWN BANSAHUA CHKeHNs MY

Ha NporpeccMpoBaHne Ao NOYEYHOWN HeJOCTaTOYHOCTU, TaK
B OAIHOM 13 NCCNeA0BaHNI He b0 NPOAEMOHCTPMPOBAHO
pasnuyuni B 6eccobbITUAHOM MOYEYHON BbIXKMBAEMOCTU

y NauyMeHToB, JOCTUMWNX N He AoCTUMLNX 50% CHMKeHMA
ny.

HeT poctaTouHOro KonMyecTsa PaHAOMMU3MPOBAHHDBIX
KOHTPOJIMPOBAHHbIX NCCNIE[OBaHWIA, YUTOObI OLLeHUTb
MO3BOJIAET /I BAIMAHKE Ha NPOTEUHYPUIO MPOrHO3UPOBaTh
3bPEKTUBHOCTD JIEYEHUs B OTHOLLEHWM YTPaTbl GyHKLMUN
royek.

HesicHa B3auMOCBA3b C HEOBPATUMbBIMY CTPYKTYPHBIMM
MN3MEHEHVSAMN B TKaHV MOYKN.

OrpaHnyeHHOe KONMYeCTBO AaHHbIX, YTOObI
KOJINYECTBEHHO OLIEHVTb B3aUMOOTHOLLIEHWE MEXAY
CHuXeHunem IMY 1 nporpeccnpoBaHem 40 MOYEYHOW
HeJOCTaTOYHOCTN.

LlecTb MecALLeB MOXKET ObITb HEJOCTATOYHO
NPOJOMKUTENbHbIN Neprog HabnogeHns ans Toro,
yTO6bI ONPEAENUTL 3HAUUMbIV TEpaneBTUYECKUin SGdeKT

[10 NOYEYHOI HEAOCTAaTOYHOCTN.

CpepHerofioBas 24-mecAYHasA KpMBas HaKJIOHa
pCK® accouyumpoBaHa ¢ OP pa3BnTMA NOYEUHON
He[JoCTaTOYHOCTY B TeueHue 20 fneT.

[ncTonatonoruns

npenaparta Ha anbTepHaTUBHbIN nyTb akTUBauuun
KOMMJieMeHTa.

VI3MeHeHWA B IMCTONOrNYECKOM MHAEKCE aKTUBHOCTU
3ab0neBaHNA MOTYT 6bITb aCCOLMUPOBAHbI C OTBETOM

Ha Tepanuto.

YMeHbLIeHne NHTEHCUBHOCTY cBeyeHunA C3 d)parMeHTa
MOXET OTpa)kaTb TapreTHoe BO3JeNCTBUe JIeKapCTBEHHOIO

B OTHOLLEHWU YTPaTbl MOYEUHON GYHKLMN.

lemopviHamunyeckue nnu gpyrue 3opdeKkTbl He onmcaHbl
B UCCNIelOBaHMAX.

M3MeHeHWsA B r’MCTONOrMYeCckoM NHAEKCE aKTUBHOCTMN
3ab01eBaHA He BCerga accoLmpoBaHbl C OTBETOM
Ha Tepanuio.

HesicHO, KaKue NMEHHO U3MEHEHUs B MACTOMaToNorn
ABNATCA 3HAYVMbIMU.

OwWwn6KM B MOArOTOBUTENIbHOM 3Tare 1 HejoCTaTouHas
CTaHAaPTU3aLMA METOANK MOTYT YCIOXKHATD OLIEHKY
TepaneBTUYECKoro 3 peKTa, Jaxke ecsivi OH UMeeTCA.

He onpeneneHo BpemMsa anAa nposeaeHna oueHKn
rMCTONOMMYECKNX U3MEHEHUIA.

OBK - oTHoLLeHwe 6enKka K KpeaTUHIHY B Moye, OP — oTHocuTenbHbI puck, MY — npotenHypus, pCKO — pacuyeTHasa ckopocTb KyboukoBoi GpunbTpaumm

Baokaaa C5 u C5a xoMI1o0HEeHTOB

xyau3ymad — peKOMOMHAHTHOE TYMAHU3HPOBAH-
HOE MOHOKAOHAABHOE aHTUTEAO, OAOKHPYIOIIIEE PaCITIe-
naenne C5 kommonenTa Ha C5a n C5b u o6pasosanme
MAK, mepBbIil B KANHIHYECKOM IIPAKTHKE KOMITACMEHT-
OAOKUPYIOIIMI IIpeapaT, IPUMEHAIOIIMUNACI AAS Ae-
YeHUA HAPOKCH3MAABHON HOYHON TeMOrAOOHHYpUH
(ITHI) m al'VC [41]. Berao noxasamo, ato obpaszoBanue
MAK y marnmentos ¢ C3 I'TI mossieno, npudem mpu
C3 I'H B 6oasrreti cremeru, yem mpu bITA, a nrrencus-
nocts ceedennd C5b-9 B kaybouKax Hapacraer 1o Mepe
IPOIPECCHPOBAHUA 3200AEBAHUSA, UTO CO3AAET IIPEAITO-
CBIAKH AAS IIPUMEHEHUS 9KyAu3yMaOa [42, 43].

B mepBoM OTKPBITOM ITHAOTHOM HCCACAOBAHUM
yuaactBoBaAo 6 marentos (Tpu ¢ BITA, 13 Hux oAms —
C peruAUBOM B TpancraanTare, u tpu ¢ C3 I'H, n3 aux
AB2 C PEITUAMBOM B TPAHCIIAAHTATE). Y BCEX MAI[HEHTOB
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nporenHypus npessinasa 1 r/cyrku n 6s1aa HapyIeHa
yHKIIIHT TOYEK (MEAHAHA CBIBOPOTOYHOIO KPEATHHIHA
1,75 mr/A), 1 y geTsipex uMeAcst HeppPOTUIECKHIT CHH-
Apom. K 12-My Mecsinry AedeHHs 9KyAn3yMaOOM y ABYX
IAITIEHTOB AOCTUIHYTO CHIKEHIE YPOBHA KPEATHHIHA,
¥ OAHOIO — 3HAYHTEABPHOC CHIDKCHIC IIPOTCHHYPHH,
U eIlle § OAHOIO — CTa0HAH3AIHA AAOOPATOPHBIX IIO-
kazaTeAel [44]. B Apyrom mpocCIeKTuBHOM OTKPBITOM
HccAeAOBaHUU 9KyAu3yMab moay4uasu 10 maruentos
(mectp ¢ mmmynokomuaekcaeiMm MIIIH u gerrrpe
¢ C3 I'TI u Bercoxnm yposaem MAK B maasme) ¢ mpo-
teunypueit >3,5 r/cyrkn u CK® 69,71352 ma/mum;
y Tpex u3 10 manmenToB k 48 Heaeae ObIAa AOCTHIHYTA
YACTHYHAA PEMHUCCHA HePPOTUIECKOTO CHHAPOMA [45].
B cepun mabaroaenuii, BKArO9aBIIel 26 y9acTHUKOB
c C3 I'TI (13 u3 HUX — AETH MAN IIOAPOCTKH), CPEAHAS
IIPOAOAKHTEABHOCTD ACUEHHSA dKYAU3YMAOOM COCTA-
BuAa 14 Mecsires. V 6 maIteHTOB OBIA AOCTHTHYT ITOA-
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HBIH KAMHIYECKUI OTBET, § O — YACTHYHBIN KAMHUYC-
CKUI OTBET, ¥ 14 ImarnnenToB He OTBETHAN HA TEPAITHIO.
[TprmedaTeABHO, UTO y XOPOIIIO OTBETHBIIHNX HA Te-
PAIIHFO IIAIIMEHTOB M3HAYAABHO OBIAA DOACE HU3KASA
pCK®, 6oAee mporpeccupyroree TedeHIe 1 OOAEE BbI-
pakeHHasA SKCTPAKAITHAAAPHAA ITPOAN(EPAITHA; ABTOPHI
IPUIIAH K BBIBOAY, YTO 9KyAH3ymMab Mo:keT OBITh a¢b-
(pekTHBEH Y IAIMEHTOB C OBICTPOIIPOIPECCHPYIOIIIM
akcTpakanuAAIpubeM BapuantToM C3 I'Tl, no me npn
BoAee MATKOM TEYEHHU U IIPEAIIOAOKUAHN, YTO OTBET
MOT OBITB CBfA3aH C YMEHBIIIEHHEM BEIPAKEHHOCTH BOC-
maAeHud 3a cuer uHrnouposannd Cha kak anaduao-
Tokcuma [46]. Errte B oanoit padore 11 manuenTos ¢ C3
I'TT moayaaan skyAusymab B Tederne 10 Mecsres, mocae
3aBEPINEHNUA TEPAITNH HU Y OAHOTO U3 HUX HE OBIAO OT-
MEUEHO YAYUIIEHUA (DYHKIIUH IIOYCK — Y 5 IAIIHEHTOB
OHA OCTAaBAAACH CTAOMABHOI, 2 Y OCTAABHBIX 0 — YXVA-
muAace [47].

Asaxonan — manas MOAEKYAQ, CEACKTHBHO DAOKHPY-
rorras pererrrop Cha i TakuM 00pa3soM YMEHBIIIAFOIIAA
€ro IIPOBOCIIAANTEABHOE ACHCTBHE. DTOT HEPOPAABHBIH
perapaT ObIA Pa3pabOTaH AAA ACUEHHSA BACKYAHUTOB,
ACCOIMHUPOBAHHBIX C AHTUTEAAMHU K ITUTOIIAA3ME HEM-
tpocduros, u oa0bper FDA B 2021 roay [48]. B mo-
cAeAHee Bpems n3ydaerca appeKTHBHOCTD aBaKOIIaHa
U IIPHU APYTuX 3200AeBaHUAX, B TOM dncAe mpu C3 IT1.

Necaepopanme 2 dpasst ACCOLADE (NCT03301467)
o npumenenuro apakorana npu C3 I'T] Bkarowanro
57 manmeHTOB U COCTOAAO U3 206-HEACABHOTO ABOI-
HOTO CACIIOTO ITAAIE00-KOHTPOAUPYEMOTO IIEPHOAL
(28 moayuaam aBaxomas u 29 — 1maare60), 1 MOCAEAY-
FOINeEro 26-HeACABHOIO OTKPBITOTIO IIEPHOAQ, B TEICHHE
KOTOPOTO BCE NMAITMEHTH TOAYYAAN aBaKoIaH. brorcns
IIOYKH BBIITOAHAAACDH IIEPEA PAHAOMUBAIIHCH, Ha 26-i1
n Ha 52-11 HeaeAe AeueHmsA. D DEKTUBHOCTD AKAKOIIAHA
OILIEHMBAAACh HA OCHOBAHUHU M3MEHEHHA I'MCTOAOTH-
YECKOI'O MHAEKCA aKTUBHOCTH Ha 206 HEAeAe IO CpaB-
HEHHIO C MCXOAHBIM B IIPOIIEHTHOM COOTHOINEHH.
SHAYMMBIX PA3AHYMI MEKAY ABAKOITAHOM H ITAAIICH0
B AOCTH/KCHIH ITEPBIIHOIO FCXOAA HE BBIABACHO, TAKIKE
KaK M He OOHAPY/KEHO PA3AMYHI ITO BTOPHYHBIM ITapa-
MeTpaM OLeHKH 3(EKTUBHOCTH — ITICTOAOIHIECKOMY
nuAekcy xponnuecknx msmenennit, OAK u pCK® [49].

Baokaaa C3-xouBeprassl

Ieyemaronaan — IpeACTaBUTEAD CEMEHCTBA KOMII-
CTATHHOB, ITEIITUAOB, CEACKTUBHO CBs3bBarormuxcs ¢ C3,
HHTHOUPYIOIINX ero AOCTyI K C3 KOHBepTaszaM H, TeM
campIv, OAokupyromux pacrienaenue C3. [penapar
AASL TIOAKOJKHOTO IPUMCHECHHS HCIIOAB3YETCA IPU
aegennn [THI' [40], msygaerca ero acpdpexruBHOCTD
upu C3 I'TT u paae Apyrux 3aboaeBanmii. B otkperrom
48-meaerprOM mccaepoBanun 2 paser DISCOVERY
(NCT03453619), Brarouabrem 21 marpenTa ¢ pasamd-
HBIMU KOMITA@MEHT-OITOCPEAOBAHHBIME 3200 ACBAHUAMH,
6p110 8 yaacraukos ¢ C3 I'TI, ¢ cpeaHmM OTHOIIICHHEM
Geaka k kpeatnauny (OBK) B Moue 3,3 mr/mr, cpeaneit
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pCK® =60 ma/mum Ha 1,73 M2, 1 cpeanam yposrem C3
B ceBopoTke 44,0 Mr/A. ITepBrdnas KOHEUHAsT TOYKA —
camxenne OBK B cyrounoii moue k 48 HeaeAe ObiAa AO-
CTUTHYT, ¥ 6 U3 8 IAINEHTOB OTMEYCHO KAK MUHHIMYM
30%-e camxenne OBK, mpmaem y ABYX u3 HHX IIpo-
tenHypus cHusuAack Ao <0,5 MT/MT. Cpeanssa pCKO
OpIAa CTAOMABHOI 32 BCE BpeMs HAOATOACHHSA, CPEAHUI
yposenb C3 k 48 neaeae moBbicuacst A0 243,1 mr/aa
[50].

Eitre psia mccAeAOBaHUIT He 3aBEPIIIEHD, ITO OTKPBI-
Toe uccaepoBanne 2 dgaser NOBLE (NCT04572854)
AAfL O11eHKH 9(D(DEKTUBHOCTH IIETTIETAKOIIAAHA TIPH Pe-
nuamBax C3 I'TI man ummynokommaexczoro MITI'H
B TPAHCIIAAHTATE, ABOFHOE CACIIOE ITAAIIEO0-KOHTPO-
AHPYEMOE PAHAOMU3UPOBAHHOE NCCACAOBAHHE 3 (hasbl
VALIANT (NCT05067127) ¢ ygactuem maIlmeHTOB
craprie 12 aer ¢ mamynoxkomuaexcaein MITTH u C3
I'TI, n ero mpoasennas aza — mccaesoBarne VALE

(NCT05809531) [36].
Baokaaa ¢paxropa D

Aanuxonan — manas MOAEKyAa, HHTHOUTOP (aK-
topa D, cepuHOBOI IIPOTEA3HI, KATAAHSUPYIOIIEH Pac-
menAenue dakropa B, 9410 IpHBOAUT K CHIAKEHHIO
mpoaykian C3-kousepraser C3bBb. Drot mpemapar
AAS TIEPOPAABHOTO ITPUMEHEHHSA IIEPBOHAYAABHO TAK/KE
nccaeaoBancs n npumenserca A aedenns [THI [40].
Bo3MOKHOCTD HCIIOAB30BAHISA AAHHKOIIAHA B ACICHIU
C3 I'Tl m3ygasach B ABYX IIPOTOKOAAX — B ABOHHOM-
CAETIOM TIAAIE00-KOHTPOAHPYEMOM MCCAEAOBAHIH
(NCT03369236) 1 OTKpPBITOM OAHOPYKABHOM HCCAEAO-
BAHHM, BKAFOUABIIIEM TAK/KE ITAIINEHTOB C HIMMYHOKOM-
naexcusin MITTH (NCT03459443), oObeaunenmse
AQHHBIE OBIAH OITYOAMKOBaHBI OAHOBpemeHHO [51, 52].
brrao nmokasano, uto Aanmkonan 6Aokupyer daxrop D
1 yMEHbIIAeT akTuBHOCTH Al HerrocpeAcTBeHHO TocAe
IIPUMEHEHNS, OAHAKO ITOAHOTO M IIPOAOAKUTEABHOTO
naruouposarns All mpoAeMOHCTPUPOBAHO He OBIAO.
V HEKOTOPBIX IMAIINEHTOB OTMEYAAACH CTAOMAHM3AIHA
HAM YAYYIIEHHE OCHOBHBIX ITOKa3aTeAel apdek-
tuBHOCTH — nporennypun u pCKO, HO KAnHIYeCKHHT
OTBET OBIA HEAOCTOBEPHBIM [52].

baoxaaa pakropa B

Hrmaxonan — maras MOAEKYAQ, CEINIICCKIT
cBA3BIBaroIagca ¢ pakropom B, KoTOpEIIT 1IpeAcTaB-
AfleT COOOH TPUIICHH-TIOAOOHYIO CEPHHOBYIO IIPOTEA3Y,
LIUPKYAUPYIOINYIO B HEAKTHBHOI (DOpME B KPOBOTOKE
U IPHOOPETAIOMIYIO AKTUBHOCTD IIPU COCAMHCHUN
¢ C3b-dparmenrom. VHIHONPYA 95H3UMATHIECKYIO
akTUBHOCTD (paxtopa B, urrakonan Ha paHHeMm srare
moaasasier All akruBarun kommaemenTa. [ToBropss
CYABOY MHOTHX KOMIIAEMEHT-OAOKHPYIOIIHX MOACKYA,
3TOT IIPEAPAT AAF IEPOPAABHOTO ITPUMEHEHHA H3HA-
4aAbHO ObIA mccAeaosad mpu [THI  opo0pen FDA
AASL AedeHns 3TOro 3a00AeBaHms [53].
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[TepBeiM mCccAcAOBaHHEM IIO OIeHKe 3(dex-
THBHOCTH U OesonacHocTr urrrakorana upu C3 I'TI
OBIAO OTKPBITOE MHOTOIICHTPOBOE HE PAHAOMH3HPO-
BanHoe nccacposanne 2 daser (NCT03832114), B xo-
TOPOM IPUHAAO yuacTue 27 MaIneHToB, MOAYYaBIINX
Ipemnapar B Te4eHUE 12 HEACAD U COCTABHBIIUX ABE
KOTOPTHI — C BIIEPBBIE BBIABACHHBIM 3a00AeBanuem (106)
u ¢ permanBoM B TpancraanTate (11). Aad mepoit ko-
roprst ¢ cpearnm OBK B cyrounoit moge 401,9 r/moab
HIEPBUYHON KOHEUHOM TOYKON OBIAA IIPOTEHHYPHS;
IIpUEM HIITAKOIIAHA IIPUBEA K CHILKEHHIO CPEAHEIO
nokasateas OBK B cyrounoit mode k 84 amro Ha 45%
OT HCXOAHOTO YPOBHA. AAA BTOPOH KOTOPTEI IIEPBUYHOI
KOHEYHOH TOYKOH CAY/KHAA HHTCHCHBHOCTD ACITO3M-
mun C3 110 THCTOAOTHMYECKOM ITKaAE, U K 84 AHIO OHA
CHU3MAACh Ha 2,5 0AAAA ITO CPABHEHMIO C MCXOAHBIM.
[Nogeunas pyHKIMA OCTABAAACH CTAOMABHOI B 0DEHX
KOTOPTAxX Ha IPOTAAKEHIN BCETO IIEPHOAA HCCACAOBAHIA
[54]. 26 u3 27 marueHTOB, 3aBEPIIUBIIIIX HCCACAOBAHHIE
2 dasbl, IPUHAAK YIACTHE B IIPOAACHHOM AO 33 mecs-
nes uccaeaoBarnu (NCT03955445). B nepsoit koropre
42,9% manmeHToB YAOBAETBOPIAN KPHTEPHIO ABYXKOM-
IIOHEHTHOM KOMIIO3UTHON KOHEIHOM TOYKN — K KOHITY
nccaeposanusa OBK B yrpenneil mopmuu Mo4u cHU-
3naock Ha 41% 10 cpaBHEHUIO € MCXOAHBIM YPOBHEM,
u pCK® y 13 u3 16 manueHTOB CTAOHAN3UPOBAAACD
HAW YAYYIIIHAACH IO CPABHEHHIO C HCXOAHBIM YPOB-
uem (-3,18 ma/mun Ha 1,73 M?). Bo BrOpoii koropte
AnHamuka pCK® K KOHITy HCCACAOBAHUSA 110 CPaBHE-
HUIO C MCXOAHBIM YPOBHEM COCTaBHAR -0,34 MA/MuH
na 1,73 M2, [55].

B ABoitHOM cAeroM mAaIeb0-KOHTPOAUPYEMOM
MHOT'OILIEHTPOBOM PAHAOMH3HPOBAHHOM KAUHHYECKOM
nccaeposarnu 3 daser APPEAR-C3G (NCT04817618)
ygacTBOBaAM B3pocabie marueHTsl ¢ C3 I'TI, moay-
94BIIIHCE UIITAKOIIAH HAH IIAAICO0 B TedeHue O Mecs-
LIEB, ITOCAE YE€TO €INe B TedeHHE (O MECAIEB ITOAYIAAN
HIITAKOIIAH B OTKPBITON (pase mccaeaoBanus. [lep-
BUYHOH IIEABIO OBIAA OIeHKA 3(P(EKTHBHOCTH HII-
TAKOIIAHA II0 CPABHEHUIO C IAAIEOO AAfl CHUKEHHA
HIPOTECHHYPUU. BrOpuYHble KOHCYHBIC TOYKH BKAIO-
gaan amHaMuKy pCK®, oOrmmii 6aAA 1o THCTOAOTH-
YECKOH IMKAAC AKTHBHOCTH H OOIIYIO cAabOCTD [50].
74 maruenTa OBIAHM PAHAOMH3HPOBAHBI K IIPUEMY HII-
takorana (38) mau maare6o (360). AHAAH3 PE3YABTATOB
II0Ka32aA, YTO IIEPBHYHAS KOHEYHAS TOUKA MCCAEAOBA-
HUA AOCTUTHYTA, CTATUCTHYCCKU 3HAYNMOC CHIKCHIIE
OBK B cyTO9HOM MOYE B IpYyIIIIE UIITAKOIIAHA K 6 Me-
canam Ha 35,1% 110 cpaBHEHHIO ¢ TIAAIEO0 COXpaHs-
Aock K 12 mecamam. Mrakoman IpoAeMOHCTPHPOBAA
YCTOWYHBOE YAYUINEHHE B OTHOIIECHHH AOCTHAKCHHA
KOMIIO3UTHOH ITOYEYHON KOHedHOH Touku (=50%
camxenne OBK + =15% cumxenue pCK® x 12 me-
camam), 43,5% (urrrakoman mporus maare6o) u 25,0%
(mpu mepesoae Ha unTakoran). Ilpuem nnrakomana
OaaronpuATHO BAMAA Ha Tpackropuro pCKd 1o cpas-
HEHUIO C IIEPUOAOM A0 AedeHHA. Takum oOpasom,
HCCAEAOBAHHE ITOKA32aA0, YTO HUIITAKOIIAH ODECIIETNA
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3HAYUTEABHOE KAMHHYECKH 3HAYMMOE M YCTOHYMBOE
cHmkeHme nporennypun y nanuentos ¢ C3 I'TI [57].

AaspHelInye MepCIeKTUBBI

baoxada ocu C3/C3 xonsepmasza. NM8074 — riep-
BOE I'YMAHH3HPOBAHHOEC MOHOKAOHAABHOE aHTHTEAO,
CEACKTHBHO CBfi3pIBaroIeecs ¢ hakropom Bb n 6a0kn-
pyIOIIiee €ro KATAAMTHYECKYIO aKTUBHOCTD, IIperapar
AAfl BHYTPHBEHHOTO IIPHMCHEHUA OYACT H3YYCH B OT-
KpbITOM HccaeaoBannu 1b/2a daser y manmenros ¢ C3
I'TT (NCT05647811) [36].

Asotinas 6aoxada C3 u CS. KP104 — eauncrsen-
HBIM B HACTOAIIEE BpeMA IperapaT, OKa3bIBaIOIIHI
Asoiinoit acppext. On mpeacraBasger coooit anTu-C5
MOHOKAOHAABHOE aHTHTEAO, HHIHOUPYIOIIEe pacire-
naenne C5, 1 COEAMHEHHOE € 5 KOPOTKIMU COTAACOBAH-
HBIMH IIOBTOPAMH YeAOBedeckoro daxropa H, 6aoxu-
pyrommmmu akruBHOCTs C3 kouBepTassl. [laanupyercs
orkperToe nccaeposarue 2 dassr (NCT05517980)
¢ yuactuem manuerTos ¢ C3 I'TI uan IgA nedppomarueit
[30].

Manvie unmeppupupyromue PHK. ARO-C3 — nn-
repdupupyroras PHK, ymenbmaromas serpadbotky C3
(pparMenTa I1€UEHBIO, B HACTOAINEE BPEMSA ITPOBOAHUTCH
uccaeaoBanue 1 haszel Ha 3A0POBEIX AOOPOBOABIIAX
(NCT05083364), maarupyercsa uccaeaoanue 2 ¢assr
¢ yaacruem manuento ¢ C3 I'TI u IgA medpomarueit
[36, 58].

Huzubuposanue sexmunosozo nymu. Hapcornn-
Mab — EAHHCTBEHHOE MOHOKAOHAABHOE aHTHTEAO, AH-
THI€HOM KOTOPOTO ABASETCA MAHHO30-CBA3BIBAIOIINI
AEKTHH-aCCOMHMPOBAHHAA CepUHOBasA poTeasa-2. [Ipo-
BeacHO uccaepoBarme 2 dassl (NCT02682407), Braro-
waBIIree mareHTos ¢ [gA nedpomarueit, BOATAHOUHBIM
nHedpurom, Membpanosuoi Hedpomnarueit n C3 ITI,
HCCACAOBAHIE TIOKA32A0, 9TO HAPCOIAMMAD MOKET BbI-
3BIBATH KAHMHHYCCKH 3HAYMMOC CHIKCHUE ITPOTEHHY-
puu u crabuansario pCK® y marnmeHToB ¢ TAKEABIM
tedenneMm IgA nedppomarun [59], aamHBIE O KOropTe
manuentos C3 I'T] moxa me soctymms [36].

3akAroueHue

OOrenrpuHATbIE AO HACTOAIIETO BPEMEHH ITOAXOABI
K AeueHnro C3 TAOMEpYyAOIATHI HE OOECIEUHBAFOT AOA-
rOCPOYHYIO ITOYEUHYIO BBIKMBAEMOCTD. IToAaBAeHmEe
AABTEPHATHBHOTO IYTH KOMIIAEMEHTA BEPOATHO IIO-
3BOAHT VAYYIIINTH HCXOABI 3200A€BAHHA Y MAIIHCHTOB
€ HEOAATOIPHUATHBIM ITOYEIHBIM IIPOTHO30M, OCOOCHHO
IIPU BHICOKOM OAaAA€ AKTUBHOCTH M HU3KOM DaAA€ XPO-
HH3AIHH 10 THCTOAOTMYECKOH IITKAAE, MACCUBHOH ITpO-
TeI/IHypI/II/I 1 CHHKCHUH (i)yHKL[I/II/I ITOYCK. PC3Y/\I:>T’(1TBI
HCCACAOBAHUI TAPTETHBIX MOAEKYA, HAIIPABACHHBIX
Ha OAOKAAY PA3ANYHBEIX KOMIIOHEHTOB aAbTCPHATHB-
HOTO ITyTH KOMIIAEMEHTA, HEOAHO3HA4UHEL B HacTosmee
BpEMA HAHOOAEE MHOTOOOCIITAFOIIIFIMI HAITPABACHUAMI
B AedeHHr C3 rAOMEPYAOIIATHI IIPEACTABAACTCH OAO-
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kapa C3 u dpakropa B. Bmecte ¢ Tem, Bee Bospacrarormuit
HHTEPEC NCCACAOBATEACH K KOMITAGMEHT-OAOKHUPYFOTIIEH
Teparuu He TOABKO Ipu C3 rAOMEpyAOIIaTHH, HO U IIPH
APYTHX 3200AEBAHHAX, ACCOIHMUPOBAHHBIX C ALCPETYAA-
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el KOMIIAEMEHTA, 1 ITOABACHHE BCE OOABIIIEIO KOAH-
YECTBA HOBBIX IIPEMAPATOB, AAET OCHOBAHUA HAAEATHCA
Ha AAAbHEHIIIEE PACITHPEHHE TEPAIEBTHYECKOTO apce-
HAAQ AAl ACUCHISA TAOMEPYAAPHBIX ODOAE3HE.
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Pesrome

BporxaenHas reHepasn3oBaHHAA AMITIOAUCTPO(HA — PEAKOe MeTaboAmdIecKoe 3a00AEBAHIE C AYTOCOMHO-
PeleCCMBHBIM TUIIOM HACAEAOBaHMA. 3200A€BaHNE XAPAKTEPU3YETCA CHIDKEHUEM KOAMYECTBA IIOAKOIKHOM
JKHPOBOM KACTYATKH M HEIIPABHABHEIM €€ IIEPEPACIIPEACACHUEM, A TAK)KE PA3BUTHEM PAAA META0OAU-
YECKHMX HAPYIIEHHIT: HHCYAMHOPE3HCTEHTHOCTH M CaXapHOro Amabera, sKUPOBOM AUCTPO(UH ITeUeH:
U TeNaTUTA, apTepHaAbHON runepreHsun. OAHNMM M3 KAMHIMYECKUX IPOABACHUN 3200A€BaHUA ABAAETCA
IOpa’KEHHE ITOYEK C PASBUTHEM IIPOTEHHYPHUH PA3AMYHOMN CTENeHN BeIpakeHHOCTH. [Tpu aToM marodpusu-
OAOTHYECKHE MEXAHU3MBI ITOBPEXKAEHHA II0YEK AO HACTOAIIETO BPEMEHN OKOHYATEALHO HE YCTAHOBACHBI.
LleApro mCCAEAOBAHNA ABHAOCH IIPOBEACHHE KAMHIKO-MOP(OAOTHYECKOT0 AHAAU3A CAYIAsA AUATHOCTUKH
nopaykeHusA nouek npu cuaapome bepapannessn-Ceiina y sxeHmmHbI 32 AT C peAKOIl MyTanueii B rere-
posuroraom Bapuanre (L212L) B rene AGPAT2, conpoBoskaarorieiicsa HykaeoTuaHoi 3ameroi C.636C>T.
M crnoAb30BaANCH AAHHBIE HCTOPUH GOAC3HHU, PE3YABTATHI IPYIKU3HEHHBIX AA00PATOPHO-MHCTPYMEHTAAD-
HBIX MCCACAOBAHMI, KAYeCTBEHHBIE U KOAMYECTBEHHBIE MOP(DOAOTHUECKIE UCCACAOBAHHA He(poOuoII-
TaTOB. B CTaThe M3A0KE€HBI KAMHUYECKHE NPU3HAKH, PE3YABTATHI MOP(OAOIHUYECKOTO MCCACAOBAHMA
HAa CBETOOIITHYECKOM M IACKTPOHHO-MUKPOCKOIIMYECKOM YPOBHAX, IIOKA3aHBI 0COOEHHOCTH IePeCTPOIKH
TKAHEBBIX JAEMEHTOB ITOUYEUYHBIX KAyOOUKOB. OCHOBHBIMU KAMHHYECKHMU IIPOABACHUAMU ITOPASKEHHUA
TIOYEK ABAAAVCH IOBBIIIIEHIE APTEPHUAABHOTO AABACHHSA, IIPOIPECCUPYIOIINE OTEKHU AUIIA, HIDKHUX KOHEY-
HOCTe¥, 06AaCTH IOACHUIIBI, COIIPOBOXKAABIINECA KAPTHHOM Pa3BePHYTOro He()pOTUIECKOTO CHHAPOMA
¥ HAPyIIEHHEM a30T-BBIACAUTEABHON (pyHKImH rmodek. IIpu mopdosornueckom nccaepoBannm He 06-
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MopaxeHwe noyek npu cuHapome bepapaunennn-Ceitna HabnioneHns 13 npakmmku

HAPY>KE€HO T'MCTOAOTHYECKUX U YABTPACTPYKTYPHBIX IIPU3HAKOB AMA0€THYECKOW MUKPOAHTMOTIATHH HAK
HedponaTi. OnpeAeAaAnCcs KpyITHbIE KAyOOUKI AOABYATOTO BHIAA C yMEPEHHBIM PACIIMPEHNEM ME3AHI T,
CETMEHTAPHBIM YTOAIEHUEM KAIIMAAAPHBIX II€TEAD, YIACTKAMH AYOAMKAIINN TAOMEPYAAPHBIX 0A3aABHBIX
MeMOpaH, C OTAOXKEHHEM XaPAKTEPHBIX NMMYHHBIX KOMIIAEKCOB II0 XOAY TAOMEPYAAPHBIX 0a3aABHBIX
MeMOpaH, TapaMe3aHIMAABHO M ME3aHTHAABHO, IIPEACTABACHHBIX IIpeumymecTBeHHO C3c-pparmenTom
KOMITA€MEHTA, B BUAE TMIIEPIIAOTHBIX OCMHO(PUABHBIX ACHTOBUAHBIX H THPAAHAOIIOAOOHBIX CTPYKTYP, YTO
B COBOKYITHOCTH IT03BOAMAO KAACCH(PUITIPOBATH NopakeHHe rmodek kKak C3 raomepyasomaruro. ITpearo-
Aaraercs, 9T0o pa3HooOpasubie Myranuu B reHe AGPAT2 moryT oka3sIBaTh BAUAHUE HA [IOPAXKEHUE ITOYEK
npu cuaApome bepapanneasn-Cetina u 00ycA0BAHBATE 00OABIIIEE KAMHUYECKOE Pa3HOOOpasue, 4eM CUu-
TAAOCh PaHEe, B YaCTHOCTU BO3MOXKHOCTE (popmuposanusa C3 raomepysomarum.

Karouesvie caosa: sposcderrian cenepanusosaras aunoducmpogpus, curopom bepapounesan-Ceina, C3 eaomepyronamus,
aekmponan muxpockonus, AGPAT2

Abstract

Congenital generalized lipodystrophy is a rare metabolic disease with autosomal recessive inheritance. It
is characterized by a reduction of subcutaneous adipose tissue, ectopic lipid deposition, and the development
of a number of metabolic disorders including insulin resistance diabetes mellitus, fatty liver degeneration
and hepatitis, and arterial hypertension. One of clinical manifestation of the disease is kidney damage
often leading to proteinuria of varying severity. However, the pathophysiological mechanisms underlying
kidney damage in this condition are not yet fully understood. The aim of the study was to perform a
clinical and morphological analysis of renal complications in a 32-year-old woman with Berardinelli-Seip
syndrome and a rare heterozygous mutation in the AGPAT2 gene, a nucleotide substitution C.636C>T
(L212L). This case report incorporated data from patient’s the medical history, intravital laboratory and
instrumental studies, and both qualitative and quantitative morphological analysis of a nephrobiopsy
sample. Clinical signs and morphological finding at light-optical and electron microscopic levels are
presented, highlighting the reorganization of glomeruli tissue elements. The main clinical manifestations
of kidney damage in this patient included arterial hypertension, progressive facial edema, swelling of the
lower extremities and lumbar region, advanced nephrotic syndrome, and impaired nitrogen-excretory
kidney function. Morphological examination did not reveal histological or ultrastructural signs of diabetic
microangiopathy or nephropathy. Instead, findings included large glomeruli with a lobular configuration
of the glomerular tuft, moderate mesangial expansion, segmental thickening of the capillary loop, and
duplication of the glomerular basal membrane. There was deposition of immune complexes, primarily of
the C3c complement fragment, along the capillary wall and in the paramesangial and mesangial regions,
forming hyperdense osmiophilic ribbon-like and garland structures. These findings led to the classification
of renal damage as C3 glomerulopathy. The study suggests that various mutations in the AGPAT2 gene
may influence renal complications in Berardinelli-Seip syndrome, potentially contributing to a broader
clinical spectrum, including the possibility of developing C3 glomerulopathy.

Keywords: congenital generalized lipodystrophy, Berardinelli-Seip syndrome, C3 glomernlopathy, electron microscopy, AGPAT2

Beeaenue

Cunppom bepapamreaan-Cetira (BposKAeHHAS TeHe-
PAAM3OBAHHAA AHIIOANCTPOMDHSA, AHIIOATPOMIIECKIIT
Amaber AoypeHca) — peAKOe THKEAOE METAOOANYECKOE
3200A€BAHME, CBA3AHHOE C HAPYIIECHNEM aAUIIOTeHE3
Ha Pa3sANYHBIX YPOBHAX [1]. OAHO U3 IEPBBIX OIIMCAHII
AQHHOI ITATOAOTHHN OBIAO AAHO OPA3HABCKIM 3HAOKPH-
noaorom W. Berardinelli B 1954 r., HabAaroAaBImm AByx
ITAITHEHTOB C BPOKACHHON I'€HEPAAN30BAHHOH AHIIO-
AHCTPOUET, C ITOCAEAYVIOIITIM IIOATBEPKACHIEM H AO-
ITOAHEHHEM KAMHIYECKOH KAPTHHBI HOPBEKCKIM TICAH-
arpom M. Seip B 1959 1. 2, 3]. 3aboaeBanne HacAeAyeTCs
ayTOCOMHO-PEIIECCUBHO, TEHETUYECKH TETEPOTEHHO
u B 95% caydaeB 0OyCAOBACHO MyTALIMAMH B T€HAX
AGPAT?2 n BSCL2 [4]. PaciipocrpanennocTs B Mupe
IO AQHHBIM AnTepatypsl coctasager ot 1:10000 000
B Ceseproit Amepuxke [5] Ao 1:25000 B mekoTOpEIX 110-

HOYAAITHAX C TPAAUIIMOHHBIME OAU3KOPOACTBCHHEIMI
Opakamu [6]. VIMeroTcs cBEACHHA O BO3MOKHOM IHIIOAU-
arHOCTHKE AMIIOAHCTPOHI, 00YCAOBAEHHOI HECITEII-
1PUIHOCTHIO CUMIITOMOB U OTCYTCTBHEM CUCTEMHOIO
TeHETHIECKOTO CKpUHHHTA [7]. My/KUUHBI U KEHITIIHEI
6oaeror ¢ oanHakoBoit yactoroii (1:1) [1]. Kannmdeckn
3200AEBAHHE IIPOABAACTCA CPA3y IIOCAE POKACHIA AU
B PAHHEM ACTCKOM BO3pacTe. THITMYIHBIMI TPU3HAKAMEI
ABAAIOTCA OTCYTCTBUE IIOAKOKHOM KHPOBOI KACTIATKH,
BBIPAKEHHAA PEABEPHOCTD CKEACTHBIX MBIIIIII, BUCIIEPO-
METaANsA, THIIEPUHCYARHEMHSA U THIIEpAUTIIAeMHUSA [8].
B moapocTtkoBOM BO3pacTe, Kak IPaBHAO, MAHH(DECTH-
pyer caxapHbIii AnaOeT, MOIYT IOABAATHCA AKPOMETa-
AOHAHBIE 4epTL, acanthosis nigricans. AAsf IAIHEHTOB
KEHCKOTI'O TI0AQ XapaKTEPHO IIPOSABACHIE IHIIEPAHAPO-
IeHNN — HAPYIIEHHE MEHCTPYAABHOTO ITHKAQ, TUPCY-
TH3M, Pa3BUTHE CHHAPOMA ITOAUKHCTO3HBIX AHYHHKOB
[9]. Pasurne cunapoma bepapanreaan-Ceiia gacto
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COIIPOBOKAACTCS ITOPAKECHNEM ITOUEK C PA3BUTHEM KAH-
HHYECKOH KAPTHHBI AMAOETHYECKOH HePOIATUH AN
IAOMEPYAOHE(DPHTA C NCXOAOM B XPOHHUYECKYFO ITOUEY-
HYIO HEAOCTaTOUHOCTE. [Ipr aTOM marodusnosornde-
CKIE MEXaHU3MBI IIOBPEKACHHUA IIOYEK AO HACTOAIIIETO
BPEMEHH OKOHYATEABHO He ycTaHOBAEHHI [10].

B cBA3m ¢ peAKOH BCTPEUaEMOCTBIO BPOKACHHON
IeHEPAAN3OBAHHON AHIIOAUCTPO(UH B MUPE OITNCAHO
110 pasubiM AaaHbM 0T 500 Ao 1000 manmenTos ¢ AaH-
Hoit maroaorneii [11, 12]. B oreuecrsennoit auteparype
IIYOAHMKAITIHT O CAYYAAX AHATHOCTHKH CHHApoMa bepap-
AnHeAAn-Cefirma BCTpedIaroTcs KpaiHe PEAKO, pabOTH!
C OIIMCAHUEM PE3YABTATOB KAMHHKO-MOpdoAormde-
CKOTO COIOCTABACHHA Ha OCHOBAHHH MOP(OAOTHHIE-
CKOTO I YABTPACTPYKTYPHOIO NCCAEAOBAHUA OHOIICHIH-
HOTO MaTepHaAa TIOUKN HAMH He OOHapyxeHEL [ loaTomy
MBI COYAH BO3MOKHBIM ITPEACTABHTH COOCTBEHHBIH
OITBIT HADAFOACHHSA MOPAKEHHA TIOYEK ITPU CHHAPOME
bepapanreasn-Ceiirra y mareHTku ¢ pEAKOI MyTaIIHeH
rema AGPAT?2.

Kanangeckoe HabArOACHHTE

[Maument — xenmmua, 32 roaa. V3 amamuesa us-
BECTHO, ITO B PAHHEM ACTCTBE PA3BUTHE COOTBETCTBO-
BaAo Bo3pacty. CeMeHHBIN aHAMHE3 OTATOLICH IO Ca-
xapHOMy Anabery 2 Tuia (y OabyIIKH O CTOPOHBI OTIIA).
3a MEAMIIMHCKOM ITOMOIIBIO OOPATHAACh B BO3PACTE
14 Aer 110 TOBOAY HAPYIIEHNA MEHCTPYAABHOIO IIHKAQ
(orcyrcTBHE MEHCTpyanuii mocae MeHapxe B 14 aer).
[Ipu 0OCACAOBAHHE BEIBACH IIOAUKICTO3 SHYHUKOB,
CHHAPOM THIIEPAHAPOTCHUH, CHHAPOM HHCYAHHOpE-
3UCTEHTHOCTH, TAUKeMHA 5,7-7,8 MMOAB/A. YCTaHOB-
ACH AMATHO3 CAXapHbIH AHaOeT 2 THIIA U HA3HAYCHA
COOTBETCTBYIOIIAS Teparus (IIPHHUMAAA METDOPMIH,
raubeHkAaMuA). B Tedenne caeayromux 5 aer pery-
AAPHO HAOAIOAAAACH ¥ 9HAOKPHHOAOTA, IIPOXOANAR
CTAIIMOHAPHOE ACYEHHE B 3HAOKPHHOAOIMYECKOM
OTACACHHUH. 34 3TOT IEPUOA OTMEYAETCA IIOABACHIE
IIPU3HAKOB MACKYAHMHH3AIUH, ITIPCyTU3M, acanthosis
nigricans B 0OAACTU IIOAMBIIICYHBIX BIIAANH, AOKTCBBIX
CcruOOoB, ITAXOBBIX 00AACTEI; KCAHTOM AOKTEH M KOACH;
HEPABHOMEPHOE PACHPEACACHUE ITOAKOKHOH KHPOBOI
KACTYATKU C AHIIOAUCTpOduell B 00AACTH rOACHEH,
OeAep, ATOAUIL, JKHBOTA U IIPEAIACHHI, runeprpodus
MBIIIIIT KOHEYHOCTeH. B Bospacre 19 aer, B cBA3u ¢ pas-
BUBIIICHICA ALICTOHYPHEH, IIEPEBEACHA HA 3aMECTUTEAD-
HYIO HHCYAHHOTEPAIHIO. AAl YTOYHEHUSA AHATHO32
U 110AOOpA TEPAIIHH HAIIPABACHA B Y HUBEPCUTETCKYIO
kamHngeckyro 0oapuuiy Ne2 ITMI'MY mm. M1.M. Ce-
genosa (1. Mocksa). VcraHoBAeH anarao3 «CaxapHsli
Amaber 2 tuma. Hedpomatns Ha craann npoTenHypu,
XBIT 1 cr. I'erepasnsoBannas aumoanctpodus (CHH-
Apom bepapauneaan-Ceiina?). Bropuanas amenopes.
Ancaurmaemus. ZKuposoit remaros. CriaeHOMeraAus.
Acanthosis nigricans. ['mpcyrusm.

B pesyapTate MOAEKYAAPHO-TEHETHIECCKOTO HCCAC-
AOBAHHSA 00PA3IIOB ODHMOAOTHYECKOTO MaTepraAa Ia-
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LUCHTKH METOAOM IIAPAAACABHOTO CEKBEHHPOBAHHSA
C UCroAb3oBanneM manean custom Ampliseq IR_LD
B reae AGPAT2 (MIM#:603100, pedepercras mocae-
sosateAabHOCTE NM_006412) BRIABACH reTepO3UTOTHBII
sapuanT L2121 (NM_001012727.2:C.636C>T), maro-
reaHocTh HensectHA (rs200288462), a raxke rereposu-
TOTHBII BAPHAHT B MHTPOHE TOTO e reHa (rs41314461),
YTO IMOATBEPAHAO KAMHIYICCKII AHATHO3 cHHApoMa be-
papauneasn-Ceia.

B Bozpacre 32 aer ¢ xarobamu Ha TOAOBHEIE DOAH,
nossirenne AA Ao 160/100 mu pr.cr., mporpeccupyro-
IITFIE OTEKN AMITA, HIDKHIX KOHCIHOCTCH, YMCHBIIICHIC
KOAHYECTBA MOYH TOCIUTAAUZHPOBAHA B HehpOAOIHU-
YECKOE OTACACHHE AATAFCKOH KPAaeBOH KAMHUYIECKON
6oApHuIEL. OOBEKTHBHO: COCTOSHUE YAOBAETBOPU-
TeAapHOE, pocT 165 cm, Bec 52 kr, IMT 19,1 kr/m2.
Koxnupie mokpossl OaeAHbIe. OTEKN PacIpoCTpaHeH-
HOTO XapaKkTepa — Ha AHUIIE, HA HIKHUX KOHCYHOCTAX
A0 Oeaep, B obaactu moscanisl. YA 18 B mun. Apixa-
HHE BE3UKYAAPHOE, OCAADACHHOE B HI/KHE-0a3aABHBIX
otAeAax. TOHBI cepALIa 3BYYHEIC, PHTM IIPABHABHBIMH.
YCC 92 B mun. AA 160/100 mm pr.cr. ZKusor msrkuii,
OIIPEACAACTCSA CBOOOAHAS KUAKOCTD B OPIOIIHOI IT0-
aoctn. [lewens BricTymaer Ha 2-3 cM OT Kpas pebepHOI
AYTH, ITAABITHpYeTCA Kpail ceaesenkn. ObaacTp mpo-
EKIIUU IIOYCK BHEIIHE HE M3MEHEHA, ITAABITAITHS Oe3-
OOAE3HEHHA, CUMIITOM IIOKOAAYHBAHNA OTPUIATEAD-
HbIi. Mouenciyckanue peAkoe, MaABIMHU ITOPITHAMH,
BOAHBIII OaAaHc oTpunareAbHBH. [Ipu aaboparoprOM
00CAECAOBAHIH BBIABACHBI KAPTHHA Pa3BEPHYTOrO He-
ppoTHIECKOro CHHAPOMA, CHIDKCHEE (DYHKIIIH ITOYCK:
nporeunypus 8,07 r/cyr, obrmnit Geaok — 43,83 1/a,
anpOymus — 16,4 r/A; kpearuams — 161,6 Mxm/ A, MOue-
BuHa — 15,29 MMOAB/ A; BIIEPBBIC BBIABACHHASA ITHTOIIC-
HUSA: TeMOTAOOHH — 89 /A, AeliKommTsl — 3,2 THIC/ MKA,
TpoMOOIUTEL — 77 THIC/MKA. B Ocaake moun 3PUTPO-
nuTe 6-8 B ITOAE 3peHHsA, ypaTHl. I AMKHpOBAHHBIN re-
moraobus 5,6%, yposenb raukemun 3,3-6,8 MMOAB/ A.
Cepoaorudeckoe HCCACAOBAHUE BBIBHAO AHTHTCAA
k aycrmpansuoit AHK B turpe 200,0 ME/mA; -
MyHOOAOTOM AHTHHYKACAPHEIC AHTHTCAA HE OOHAPY-
KeHBL. AHTHTEAA K IIPOTEHHA3E K MHCAOIIEPOKCHAA3E —
B 1peacAax pedepeHcHbix sHadeHni. C3 KoMIOHeHT
kommaementa 0,46 r/a (0,83-1,93), C4 komnonenT kom-
naemenra 0,06 r/a (0,15-0,57), IgA — Goaee 4,20 mr/a
(0,8-4,0), 1gG — 8,44 mr/a (5,3-16,5), IgM — 2,57 mr/a
(0,5-2,0). BoauaHO9HBIH aHTHKOATYAAHT, AHTHTEAQ
K KAPAHOAUIIAHY, O€Ta2-TAUKOIIPOTEHHY HE BBISBACHBL.
MCKT oprazos OpromHoi II0AOCTH, 3a0PIOIINHHOIO
IIPOCTPAHCTBA BEIABUAO YBEAHUYCHHE IIEUCHU U CEAC-
3CHKI, YBEAHYICHUE Pa3MEPOB IOUeK ¢ Aunddy3HBIMU
M3MCHCHIAMU IAPEHXUMBL AAfl yTOYHEHUSA XapaKkTepa
HOPAKEHNSA IIOYEK, OIIPEACACHUA ACUEOHON TAKTUKI
BBIIIOAHCHA ITYHKIIHOHHAS OHOIICHS ITOYKHL

[Ipu rECTOAOrMYECKOM HCCACAOBAHIN OOpAIaAn
Ha ceOs BHUMAHNC KPYIIHBIC KAYOOYKH AOABYATOTO
BHAR, B 17% ra06aABHO CKAECPO3HPOBAHHBIE, HAOAIO-
AQAUICh YMEPEHHBIE ABACHUA HHTPAKAITHAAAPHOI IUITEP-
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Puc. 1. KanunnsapHbiii Knybouek A0bYaToro Baa C yMepPeHHbIM
paclumpeHnem mesaHrua. CermeHTapHoe yTonLleHne
KanunasapHbIX neTenb, y4acTku gybnukaumm Fl6M.
MmnperHauua cepebpom no [koHcy. x400.

Fig. 1. Lobular configuration of the glomerular tuft with moderate
mesangial expansion. Segmental thickening of the capillary loop with
GBM duplication. Jone's silver impregnation. x400.

kAeTouHocTa. ['Aomepyasipabie Oa3aAbHBIE MEMOPAHDI
(I'bM) BU3yaABHO HEPABHOMEPHO 3HAYHTEABHO YTOA-
IEHBI C YYaCTKAMH PACIIEIIACHHUA M CKAAAYATOCTH
(puc. 1).

TybOyaspuas arpodusa aocrurasa 20%, zadbaroaa-
AOCH HAPYITIEHHE IIETOYHOTO OKAMMACHHSA, YIIAOIIECHIE
SIUTEAUS, BAKYOAU3ALMS IIUTOIAA3MBL 1yOyAfpHbIE
6azarpubie MemOpanbl (TBM) Orian HepaBHOMEpPHO
JTOAIIEHBI C OTAOKEHHEM OBOMAHBIX M ACHTOBHAHBIX
oxcuduabHbX Macc. HabAroaaancs ymepeHHBIE CKAC-
POTHYCCKHE M3MCHCHUA MHTHMEI APTEPUIL; ABACHHI
AMAOETHYIECKONH MUKPOAHTHOIIATHN CO CTPYKTYPHOI
IIEPECTPOMKOHN apTEPHOA, IAEMEHTOB MUKPOIIHPKYAf-
TOPHOTO PyCAA HE OOHAPYAKEHO.

[Tpu mMMYHO(AIOOPECIIEHTHOM HMCCAEAOBAHUHI
B KAYOOYKAX ITO XOAY KAITHAASIPHBIX IIETEAD U ME3aH-
TUAABHO OIIPCACASIAACH BBIPAKECHHAS (+++) TAODAAD-
nast AudysHas IPaHYAAPHASL IKCIIPECCHA C AHTUTEAAMU
k C3c (puc. 2) n caabas (+) sxcrpeccus IgA, Clg, A
B wactu xarmaaspueix mereab 1o xoay I'BM, a rawke
110 X0Ay TBM OTA€ABHBIX IPYIIIT KAHAABIIEB HAOAIOAQ-
AOCh oTAOKeHHE (pparmerToB KoMAaemernTa C3c(+++),
Clq(+) B BUAE THPASHA.

[Ipn 5AEKTPOHHO-MHKPOCKOIIIYECKOM HCCAEAOBA-
HUH HAOAFOAQAACH CTEPTAsA, C YIACTKAME CKAAAYATOCTH
nepasHOMepHO yroareHHad A0 800-2100 mv I'BM c sB-
AEHHAMU MHTEPIIO3UIINN OTPOCTKOB ME3AHTHOIINTOB
PA3AHYHON CTEIeHU 3aBepIIeHHOCTH. OIPEACAAANCH
MHOTOYHCACHHBIE OTAOKEHHA IACKTPOHHOIIAOTHBIX
ACTIO3UTOB BEICOKOH M OYEHb BBHICOKON 3AEKTPOHHOM
IIAOTHOCTH ¢ (POPMUPOBAHNIEM ACHTOBUAHBIX U IHp-
ASHAOIIOAOOHBIX OOpasosauuil B I'bM u mesamrun
(puc. 3). HabAroaaAOCh TIOBPEKAEHHIE TIOAOITHTOB, ITPO-
TKeHHbIe yaacTku oroaerus ['bM, MHOrouncaenuble

Puc. 2. Mo xoay 'BM Bblpa)keHHOe fiMHenHoe
1 rmpnaHaonofo6Hoe otnoxeHne aenosutos C3c.
B Me3aHrranbHbIX 30Hax Kinybouka BbipaxeHHas sKkcnpeccus C3c.
MMMyHornctoxrmmnyeckoe okpatumsaHme. x400.

Fig. 2. Prominent linear and garland-like C3c deposits along the GBM.
Glomerulus has prominent bright granular deposits of C3c
in the mesangium. Immunohistochemical staining. x400.

AMIIIAHBIE BKAIOUEHHS B IIATOIIAA3ME ITOAOIIUTOB M Mé-
3aHIUOIIUTOB.

[To cOBOKYITHOCTH KAMHHIKO-AHAMHECTHICCKIX AAH-
HBIX, MOP(DOAOTHHYECKOTO HCCAEAOBAHMS, BKAFOUABIIIETO
PEAKIUI0 HMMYHO(DAIOOPECLICHIINI 1 9ACKTPOHHOMU-
KPOCKOITMYIECKOE HCCACAOBAHIE, OBIA YCTAHOBACH ANA-
ruo3 C3 raomepyAomaTum.

Puc. 3. JleHTOBMAHOE OTNOXEHUE MMNEPTIOTHBIX OCMUOPUIBHBIX
[1eno3nToB B roMepynsapHoi 6asanbHon membpaHe.
OneKTPOHOrpaMma, KOHTPaACTNPOBAHVE YPaHUI aLeTaTom
1 UMTpaTOM CBMHLE; Zeiss, Libra 120. x4000.

Fig. 3. Ribbon-like hyperdense osmiophilic deposits in the glomerular
basal membrane. TEM, uranyl acetate and lead citrate contrast;
Zeiss, Libra 120. x4000.
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OGcy>xaeHne

Cunapom bepapauneaan-Celiria — OAHH U3 Bapu-
AHTOB BPOKACHHON I'€HEPAAM3OBAHHON AHIIOAHCTPO-
un, poABAAETCA TeHEPAAM30BAHHBIM HCTOIICHUEM
HAH OTCYTCTBHEM ITOAKOKHOTO KHPOBOTO CAOf, HAKO-
IIACHHEM AUIIIAOB B APYTUIX OPraHaX U HAPYIIIEHUEM UX
pymxruii. [Tpuannoii passuris 3a00AeBaHMA ABAACTCA
HApyIIEeHNEe META0OAN3MA KUPOBOM TKAHU, CBA3AHHOE
C TEHETHYECKUMU MyTaruAMu. VcTorerme moAKO®KHO-
KHPOBOTO CAOf — KPYITHEMIIIETO KHPOBOTO ACIIO Opra-
HHU3Ma — BEACT HE TOABKO K HAPYIIIEHUIO B IIEAOM BCETO
AHITIAHOTO OOMCHA, HO TAKKE 3aTPAIUBACT OOMCH OEA-
KOB U JTACBOAOB. Y OOABHBIX HAOAFOAQETCA HAPYILICHIE
YCBOCHHUS AUIIUAOB, THIIEPAUIIIACMUSA, ITO OOBACHACT
IIOBBIIIICHUCE HAIPY3KH HA OPIAHEL, YIaCTBYIOIIIHE B Me-
TaDOAM3ME AHUIIHAOB: II€UCHB, IIOYKH, MHOKAPA C I10-
CACAYIOIIIIM HAPYIICHIEM UX (DYHKITHIA.

Hecmotps HA TO, ITO IIPH IeHEPAAU3IOBAHHON AH-
HOAHCTPOUH YaCTO ITOPAKAIOTCH ITOUKH, AO HACTOS-
ITIETO BPEMEHH OTCYTCTBYEOT CUCTEMHBIE HCCACAOBAHHA,
IIPOAHUBAIOIIHE CBET HA MATO(DH3HMOAOIHYECKIE MeXa-
HH3MBI IIOBPEKACHHUA OPraHa IIPH AAHHOMN ITATOAOTUH
[10]. B GoabImmHCTBE pabOT ABTOPEL OIUCHBAIOT Y TAKHIX
IAINEHTOB IPOTEHHYPHIO PA3AUYHOrO ypoBHA. Ja-
CTOTA Pa3BUTHA HEPPOTUIECKOTO CHHAPOMA, IIO AUTE-
PATYPHBIM AAHHBIM, MOKET 3HAYUTEABHO BAPBUPOBATH,
YTO CBA3BIBAIOT C BRIPAKEHHOCTHIO METAOOANIECKIX Ha-
PYIIIEHNIT, BO3PACTOM IAIIMEHTOB, COIYTCTBYFOIIIME
3a00AECBAHUAME, OOPA3OM KH3HH 1 OCOOECHHOCTAMH ITH-
mesoro noseaeHus [10, 13]. ITpu srom marorucrosoru-
YCCKH B TKAHAX ITOYKM YAIle HAOATOAAIOTCA H3MEHEHEA
110 Tr11y (POKAABHO-CETMEHTAPHOTO IAOMEPYAOCKAEPO32
u anabermdeckoil Hedppomarun [13].

OAHUM U3 BO3MOKHBIX OOBACHEHUN ITOPAKEHNA
[IOYEK IIPU AHIMOAUCTPOMHUN MOKET ABAATHCH AAH-
TEABHO TEKYIIHI M IIAOXO ITOAAAIOITUIICA KOHTPOAIO
CaxapHBI AHA0ET. DTO IMOATBEPKAAETCA PAAOM IIy-
OAMKAIIIH, B KOTOPHIX aBTOPBI OOHAPYKHBAAN THITHY-
HBIE AAfl AHAOETHYECKOH HedpPOIAaTHH OCOOEHHO-
cri: AuGY3HBIH B HOAYAAPHBINA TAOMEPYAOCKAEPO3
(c bopmupopannem y3aos Kummeascrusa-Buascona),
yroamenne ['BM u ropomuronaruio, aHOMaAHH Me-
3aHIIAABHOIO MATPHKCA, THAAMHO3 KAIIMAASPHOTO KAY-
OouKa, apTEPHOA, AMADETHYECKIE N3MEHEHNA COCYAOB
mouek 13, 14]. Oanaxo B OIIHCBIBACMOM HAMI HADAIOAC-
HUH Y IAIHCHTKH He OBIAO IIPU3HAKOB ANA0ETIIECKOM
MUKPOAHTHOIATHH U HMMEBIITHE MECTO YABTPACTPYK-
TypHbIC U3MEHEHHA IIOUYEIHBIX KAYOOUKOB HE YKAAABI-
BAAHCH B KAPTUHY AHAOETHYECKON HePOIATHH, 4TO
YKa3BIBACT HA APYTHE BO3MOKHBIE MEXAHU3MBI PA3BHTHA
IIOYEYHOTO HMOBPEKACHUA IIPH AHITOAUCTPODHHL.

ApyruM BEpOATHBIM MEXAHH3MOM ITOPaKEHHUA
IIOYCK IIPH AAHHOM 3a00AECBAHHUI ABAACTCA H30BITOY-
HOE 9KTOIIMYIECKOE OTAOKEHUE IIHUIIEBBIX 1/ HAN 3H-
AOTEHHO CHHTE3UPOBAHHBIX TPHIAUIICPUAOB H AWIIH-
AOB, OOYCAOBACHHOE ITOPAKEHUEM OCHOBHOIO ACIIO
AKHUPOB — TOAKOKHOM KupoBOH KAeTuatku [15]. He-
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AQBHO OITyOAMKOBAHHBIC NCCACAOBAHUA TIOKA3AAH, UTO
IIOBHIIIIEHHOE HAKOIIACHHE AMITMAOB TKAHAMH ITOYKU
MOZKET OOYCAOBAMBATD Pa3BUTHE IIOYEUHON AHCHYHK-
IIMH C PA3BUTHEM CKAEPOTHIECKHX HAH IPOATEpaTHB-
HeIx peakiuit [16]. ITposeaernOE yABTpacTpyKTypHOE
HCCAEAOBAHHE HE(DPOOMOIITATA BEIABUAO 3HAYHTEAD-
HOC HAKOIIACHHE AMIHUAHBIX BKAIOUECHHH B IEPBYIO
OYEPEAb B IIUTOITAA3ME IIOAOLIUTOB M ME3AHTHOIINTOB,
HOAOIIUTOIIATHIO M BEIPAKEHHYIO ME3aHTHAABHYIO pe-
AKITMIO C MHTEPIO3UIHEH OTPOCTKOB ME3AHTHOIINTOB
PA3AMYHON 32BEPIIEHHOCTH. DACKTPOHHO-ITAOTHBIE
AETIO3UTHl UMEAH YETKHE KOHTYPHI H OYECHD BBICOKYIO
OCMHO(MHUABHOCTD, UTO PAA HCCACAOBATEAEH CBA3BIBACT
¢ puKcaner B CTPYKType HMMMYHHBEIX KOMITACKCOB He-
HACBIIIIEHHBIX AUIonpoTenAos [17]. B cosoxymuocTn
C AAHHBIMH HMMYHOMOP(HOAOTHIECKOTO HCCACAOBA-
HUf, BEIIBUBIIIETO BEIpaKEHHYIO (+++) raobasbHyIO
A DY3HYIO TPAHYASPHYIO 9KCIIPECCUIO C AHTHTCAAMI
K C3c 110 XOAY KAITMAASPHEIX ITETEAD H ME3AHTHAABHO,
HAOAFOAABIIAACA ITATOTUCTOAOTUIECKAS KAPTUHA COOT-
BercTBoBara C3 raomepyAronarum.

B mocaeArne roapr akTHBHO OOCY/KAQFOTCS U IIEpe-
CMATPHUBAIOTCA AMATHOCTHYECKHIE KPUTEPHHI PA3AHIHBIX
BapuanToB C3 rAOMEPYAOIIATHH, YTO CBA3AHO C OOIITHO-
CTBIO ITATOIEHE32, CXOAHBIMU KAHMHUYIECKIMHI ITPOSBAE-
HUAMHE U MOP(OAOTHIECKON KAPTHHOH 3200AeBAHUI
AaHHOH rpymms [18]. KoppekTHas AMarHOCTHKA MOKET
B 3HAYHTEABHON CTEIIEHH OIPAHHYUBATHCA OOBEMOM
OuoICUITHOro MaTepHasa, OCODEHHO 3a0PAHHOIO AAL
VABTPACTPYKTYPHOIO MCCACAOBAHUA M TPEOOBATH AAA
OKOHYATEABHON BEPH(PUKAIIN IIPOBEACHHA TIOBTOPHBIX
ounorrcuit [17]. [IpeAcTaBACHBI AAHHBIE O BO3MOMKHOM
tparcdopmarmu C3 raomepysonedpura B O0OAC3HD
ITAOTHBIX ACTTO3HTOB [19], BEICKa3aHO IIpeAIIOAOKEHNE,
YTO 3TH 3aD0AEBAHHA MOTYT BBICTYIIATH KAK CTAAUM OA-
HOro maroaorugeckoro mporecca [20]. Caeayer ocobo
IIOAYEPKHYTB, 4TO passurue C3 raoMepyAsonaTHu Ipu
CHHAPOMAX AHUIIOAHUCTPO(UH CBA3BIBAIOT B OCHOBHOM
C MAPIUAABHOM AHTIOAHCTPOHEH Pa3AMYHOTO IPONC-
xomAenud [21], T0 AAHHBIM AUTEPATYPHBIX HCTOYHHKOB,
reHEPAAN30BAHHAA AUTIOAUCTPOMHA IPOABAACTCA ANa-
Oermdeckoit HedpomaTHe 1 POKAABHO-CEIMEHTAPHBIM
raomepyaockaeposom [10]. Oanako obHApyKEHHEIE
B IIPEACTABACHHOM HAOAIOACHUH XapaKTePp NMMYHOIK-
crpeccun (BepazxeHHble C3¢ ACTIO3UTEL B BUAE TUPAIHA
n AeHT 110 X0Ay I'BM, mapamesanrnasbHO 1 Me3aHIT-
aAbHO, 110 X0AY TBM ¢ pokaaprbivum Acttosutamu IgA,
Clq, A 3HAYUTEABHO MEHBIIIEIO YPOBHSA 3KCIIPECCHM),
XapaKTEPHBIE 110 AOKAAUZAIINH H YABTPACTPYKTYPE IACK-
TPOHHO-ITAOTHBIE ACTIO3UTHI BEICOKOM B OYECHb BEICOKOI
3AEKTPOHHOI IIAOTHOCTH, IIO3BOASFOT BBICKA3ATD IIPEA-
HOAOKEHHE O BEPOATHON POAH AUCPETYAAITIN CHCTEMBI
KOMITAEMEHTA C MACCHBHOM CHCTEMHOMN ITpoAykrmeit C3
pparmenTa B pasBUTUN IOYEIHOH AMCYHKIHN ITPH
cunapome bepapauneasn-Ceiira.

[ToABA€HIE HOBEIX METOAOB MOAEKYAAPHO-TE€HETH-
YECKOTO aHAAN32 TIO3BOASIET CYIIIECTBEHHO PACIINPUTD
IIOHUMAaHHE POAU OTAEABHBIX MYTAIIHI B I1ATOTE€HE3E
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PA3BHUTHSA PEAKHX HACACACTBEHHBIX CHHAPOMOB 1 0O-
aesneit. MeToAbl mapasseAbHOTO cekBernpobanud NGS
(Next Generation Sequencing) ACAAIOT BO3MOKHEIM
HCCACAOBAHUE MHOKECTBA T€HOB H BBIIBACHUCE PEAKIIX,
paHee HE I/I3Y‘ICHHI)IX MyTaL[I/IfI. B HpeACTaBACHHOM
HAMH KAUHIYIECKOM HAOATOACHIH Y IAIINCHTKH YAAAOCH
OOHAPYKUTD PEAKYIO MYTAIIUIO B TETEPOZHUIOTHOM Ba-
puamre (L212L) B rene AGPAT2, conpososkaaroryrocs
nykaeotuanoi samenon C.636C>T. B macrosimee Bpems
B 0a3e AaHHBIX MEHACACBCKOTO HACACAOBAHUSA ¥ YCAO-
sexka OMIM (www.ncbi.nlm.nih.gov) saperucrpuposano
3 TOAODHBIX CAyYasi MyTAIIMK yKa3aHHOTO reua (2010,
2022, 2024 r.) [22]. OAHAKO BBHAY PEAKOCTH CaMOIO
cuaapoma bepapauneasn-Cefimra B CyIIeCTBYIOIIUX
0a3aX AAHHBIX HET OIMCAHUA KAUMHIIECKO-MOPOAO-
THYECKOH KAPTUHBI U IIATOICHETHYCCKOM 3HAYMMOCTH
AaHHOM MyTarun. CTOUT IPEAITOAOKHUTH, ITO Pa3HO-
oOpasusle myTanuu B reae AGPAT2 moryT okaserBaTe
BAHAHHE HA TOPAKEHHE IIOYCK ITpu CHHApoME bepapau-
mearn-Cefima 1 00yCAOBAHBATD OOABIIICE KAUHIICCKOE

WHhopmuposaHHoe cornacue:

HabnioneHns 13 npakmmku

Pa3sHOOOpPA3HE, YEM CUHTAAOCH PAHEE, B YACTHOCTH BO3-
MokHOCTE popmupoBanust C3 raomepyAonaTun.

3akaroueHue

[Topaxenue ogex ABASETCA OAHUM U3 YACTEIX IIPO-
ABACHHH BPOKACHHON I'€HEPAAN30BAHHON AHIIOAH-
crpoduu (cuuapoma bepapauneasu-Ceiima). C yaetom
BOBACUCHHSA B IIATOAOTHYECCKHUN IIPOLECC PASAUIHBIX
OpraHOB M CHCTEM, CBOEBPEMEHHAS AHATHOCTUKA PaH-
HETO IIOYEYHOIO IIOBPEKACHUA TPEOYeT IPUBACYCHIUA
CITEIIHAAUCTOB PA3AHYHOIO KAHHUYIECKOTO PO UAL
C y9acTHeM IatoMOpdOAOra U BEIIOAHECHHEM HedPO-
Oroncun. B ipeACTaBACHHOM KAMHIYIECKOM HAOAIOAC-
HHUM OIIMCAaHO HOpa)KCHHe ITIOYCK y ITIAMHUCHTKH C CHH-
ApoMoM bepapanneaan-Celira CBA3aHHBIM C PEAKON
mytanueii B rene AGPAT2, mposBasBIIieecs KapTHHOMN
pasBepHyTOro HePPOTHUECKOTO CHHAPOMA 1 HAPYIIIe-
HHEM 230T-BBIACAUTEABHON (PYHKIIUHU IIOYEK, OOYCAOB-
aenubME (popmuposarreM C3 rAOMEpyAOIATHHL

Mony4eHo MHPOPMMPOBaHHOE Cornacue NaumueHTa Ha NybnmnKkaLmio KNMHUYEeCKo MHAopMaLmn 1 N300paXeHWIA.
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Pesrome

Bcemynaenue. Tpom603 a0pTBI — PEAKOE COCTOAHHE Y HOBOPOKACHHEBIX, ACCOIIMUPOBAHHOE C HeGAaro-
npuaTHEIMEA ncxoaamu. Oxoao 80% Bcex cAydyaeB HEOHATAABHOTO TPOMOO03a A0PTHI CBA3AHBI C KATETEPH-
3arei mynouHoii aprepun. CIIoHTaHHBIM CYNTAETCA TPOMOO03, HE ACCOLMIPOBAHHBIN C KaTeTepU3alUeH.
Kannnyeckada KapTUHA 3aBHCUT OT AOKAAM3ALMU U CTEIIeHH TpoMbo3a aoptel. HeonaraapHbIil TpOoMOO3
A0PTBI MOXKET IPOTEKATH 6€ CCHMIITOMHO, IIPUBOAUTE K OPTAHHOM AMC(DYHKITIH UAY IIPEACTABAATE COOOM
YPE3BBIYAMHYIO CUTYAIHIO, YIPOKAIOIIYIO )KU3HI. 3200AeBaHIE MOXKET MAaHU(ECTUPOBATH KAK CEPACUHAA
VIAY ABIXAT€ABHAA HEAOCTATOYHOCTE, HEKPOTHU3UPYFOIIHIT SHTEPOKOANUT BCAEACTBHE HIIIEMUN KUIIIEYHHUKA,
raHrpeHa KOHEYHOCTEH HAM C IOABACHUEM MaKpOreMaTypuu/aHypun B cAydae TpombGo3a Ha ypoBHE II0-
YEUHBIX APTEPUIi, IPUBOAA K PA3BUTHIO OCTPOTO IIOBPEIKAEHHA TIOYEK.
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TIO. Abaceesa, A.M. Makynosa, E.A. Capkuca 1 coasr.

Mamepuanvt u memodse: B CTaTbe IPEACTABACHO OIMCAHNE KAMHUYECKOTO CAyYas CIIOHTAHHOTO TpoMG032a
OPIOIIHOTO OTA€AQ A0PTHI Y HOBOPOSKAEHHOM A€BOYKH, IIPUBEAIIIETO K PA3BHTHIO OCTPOTO ITOBPEKACHUSA
IIOYEK C MOTPEOHOCTHIO B 3AMECTUTEABHON II0YEUHOM TePAIINH.

Pesyrvmamspr: y AOHOIIIEHHOI HOBOPOXKACHHOI A€BOYKH HA TPYAHOM BCKapMAMBaHMH Ha 11-e cyrkm
SKM3HU OTMEUYAAOCH YXYAIIIEHHE COCTOAHMA, CTAAA BAAOH, OTKA3aAACH OT €ABI, 0OTMEYAAOCH ITOABACHHE Ma-
Kporemarypum, a Ha 12-e cyrku passuaace anypus. I1pu rocnmrasnsanmm yAbTPa3ByKOBOE AOIIIIAEPOBCKOE
MICCAE€AOBAHNE BBIABHAO ABYCTOPOHHHIA TPOMGO3 IIOUEUHBIX APTEPHIA, II0 AAOOPATOPHBIM AAHHBIM BEIABACHA
ruIepa3oTeMus, TUIePHATPUEMUSA, TeMOKOHIIEHTPAINA, KAMHIYECKH OTMEYAAACH IOTEPA B MACCE TEAA
18%. ITocae BOCCTAHOBACHUA BOACMHYECKOIO CTATyCA X KOPPEKIMH YPOBHA IACKTPOAUTOB, COXPAHAAACDH
aHypHA, YTO MOTPEOOBAAO CTAPTA 3AMECTHTEABHOM IIOYEYHOM Tepanuy (IIEPUTOHEAABHBIN AMAAN3). AAd
yTouHeHHus Auarao3a peiosneHa KT-anruorpacdus aopTel, rae BEIABAEH TPOMOO3 20PTHI OT YPOBHA AUIC-
TAaABHEE OTX0)KACHUA BEPXHEH OpbDKEeUHOH apTepHH A0 001X GeApeHHBIX apTepuii. TakTuka AeueHusn
TpoM003a BKAFOYAAA AHTHKOATYAATHYIO (HE(PPAKIIMOHHPOBAHHBINA I'€IIAPUH) H TPOMOOAUTHIECKYFO Te-
panmro (TKaHEBOI AKTHBATOP IMAA3MHHOIE€HA AATEIIAA32), OAHAKO (PYHKIUA ITI0YEK HE BOCCTAHOBUAACK,
1 pebeHOK OCTAACA AUAAM3-3ABUCUMBIM.

B11600b1: IPEACTABACHHBIN KAWHIUYECKUI CAy9Iail ACMOHCTPHPYET PEAKOE COCTOSHIE B HEOHATAABHOM
IIepHOAE — TPOMOO3 OPIOIIHOM A0PTHI, OCAOKHHUBIIHMICA OCTPBIM ITOBPEKACHHEM IIOYEK, C IIOCACAYIO-
muM (pOPMHUPOBAHNEM XPOHHYECKOH 00Ae3HM MoYeK 5A B pe3yAbTare IIepeHeCeHHOro KOPTUKAALHOTO
Hekpo3a nmouyek. HeoHaTaApHEIN 11epuoA ABAAETCA HauboOA€e ONACHBIM B IAAHE PA3BUTUA TPOMOOTH-
YECKHX OCAOYKHEHHI, YIYUTHIBAA HAAUYNE PAAA (PAKTOPOB PUCKA (AETHMAPATAINA, THIIEPHATPUEMHUS,
IIOAMITATEMUS).

Kaurouesvie crosa: rnosoposcoenneiil, mpombos aopmet, cunepranmpuesmuydeckasn decudpamayus, ocnpoe nospescoerie nouex,
nepunotieansiviil Qua U3

Abstract

Introduction: Neonatal aortic thrombosis is a rare but serious condition with potentially severe outcomes.
Approximately 80% of cases are linked to umbilical catheterization, while not non-catheter-related cases
are classified as spontaneous. Clinical presentation varies with the location and severity of thrombosis,
ranging from asymptomatic cases to life-threatening emergency such as cardiac or respiratory failure,
necrotizing enterocolitis, limb gangrene, or acute kidney injury (AKI) renal artery involvement.

Materials and methods: This report describes a case of spontaneous abdominal aortic thrombosis
in a newborn girl, resulting in AKI necessitating renal replacement therapy.

Results: A full-term newborn breastfed girl experiences clinical deterioration on day 11, presenting with
lethargy, feeding refusal, macrohematuria, anuria on day 12. Ultrasound Doppler revealed bilateral renal
artery thrombosis, with laboratory findings of hyperazotemia, hypernatremia, hemoconcentration, and
18% weight loss. Despite fluid replacement, electrolyte correction, anuria persisted, requiring peritoneal
dialysis. CT angiography confirmed abdominal aortic thrombosis extending from the superior mesenteric
artery to the common femoral arteries. Treatment included unfractionated heparin and tissue plasminogen
activator (Alteplase), but kidney function did not recover, leaving the child dialysis-dependent.

Conclusions: This case highlights the rare occurrence of abdominal aortic thrombosis in the neonatal
period, leading to AKI and chronic kidney disease (CKD) 5D due to cortical necrosis. Neonates are
particularly vulnerable to thrombotic complications due to factors such a dehydration, hypernatremia,
and polycythemia.

Key words: newborn, aortic thrombosis, hypernatremic debydration, acute kidney injury, peritoneal dialysis

Bseaenue

TpomO03 20pTHl — PEAKOE COCTOAHME Y HOBOPOK-
AEHHBIX, HMEIOIIEE BEICOKUI YPOBEHb A€TAABHOCTH
[1]. Hacrora TpoMOO30B B HEOHATAABHOM IIEPHOAC
asocturaer 5,1 ma 100 000 HOBOPOKAEHHBIX, U3 KO-
TOpBIX 2,5 % cAydaeB COCTABAAET AOKYMEHTHPOBAH-
HBIH TpoMOO03 a0pTH [2]. PacmpocTpaneHHOCTD BEIIIE
CPEAU HOBOPOKAEHHBIX B KPHTUYIECKOM COCTOSHIH
u cocraBasger 2,4 ma 1000 rocuuraAn3anuii ¢ MOA-
TBEPKACHHBIM TPOMO030M a0pThI B 12,4% caywaes [3].
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Oxkoao 80 % Bcex cAyIaeB HEOHATAABHOIO TPOMDO3a
AOPTHI CBA3AHEL C KATETEPU3ALILEH IIYIIOYHON apTepUun
B paHHEM HeOHaTaAbHOM repuoAe [4]. Tepmuaom
«CIIOHTAHHBII» 0003HAYAETCA TPOMOO3, HE CBA3AH-
HBII ¢ KaTeTepusaruei mynoanoi aprepun [1]. Obmmasn
CMEPTHOCTD OT CIOHTAHHOIO TPOMOO3a A0PTHI § HO-
BOPOKACHHBIX OCTA€TCS BBICOKOM, HO 3HAYHMO CHH-
#aercad — ¢ 83% B 1963-1979 roaax ao 23% B 2000-x
[5]. TurmaHOM AOKaAnM3aIIHEH TPOMOO3a A0PTHI ABAA-
ercsl €€ HUCXOAMAINAS 9aCTh, JaIlle OPIOIIHOH OTACA

[4, 5].



CrioHTaHHbI# TPOMB03 BpIOLLHOM GOPTI — PEAKAS MPUIMHA OCTPOTO NOBPEXAEHMS MOYEK Y HOBOPOXAEHHOTO

B HeonaraapHOM IepHOAE TPOMOO3EL HADAIOAAIOTCS
JaIre, 9YeM y ACTEH OOAee CTapIIIEro BO3pacTa, 9To 00y-
CAOBACHO (PUBHOAOTHYECKUME OCOOCHHOCTAMU. Tpom-
©O3BI HEPEAKO IIPUBOAAT K MHBAAUAM3AIIII HAU THOCAH
nanueHTa. B cBA3M ¢ yacThIMM HEOAATONIPHATHBIMI
HCXOAAMH, TPOMOO3BL TPEOYIOT HE3AMEAAUTEABHOIT
AMAarHOCTHKH F MAKCHMAABHO PAHHETO HAYAAA HHTCH-
CHUBHOII Tepanuu. B HacrofImeil cTatbe IPEACTABACHO
OIIMCAHNE KAMHHYECKOIO CAYYafd CIIOHTAHHOTO TPOM-
6032 20PTH Y HOBOPOKACHHON AEBOYKH, BCACACTBIC
KOTOpOro OpAa yrpadeHa (OyHKIUA IIOYCK U y peOCHKA
copMIPOBAAACH ANAAN3-TTOTPEOHAA CTAAHA XPOHHIYE-
ckoit 0oaesHu rmouek (XBIT craams SA).

Kananugeckoe HabArOAEHHTE

AeBouka M. pOAHAACH Y MATEPH € CYOKAMHIIECKIM
THIIOTHPEO30M, OT 1-If OepeMEeHHOCTH, IPOTEKABIIICIH
B [ TpuMeCTpE € TOKCHKO30M, TPHXOMOHHA30M, BO 1T —
recranmoHHbIM caxapubiM Amaberom (CA), B 1T — 1m-
ToMerasoBupycuon uudekmuei (LIMBH), mpocremm
reprrecoM (AAHHBIX AaDOPATOPHBEIX HCCAECAOBAHUI,
roarBepxaaromux Haamaue [IMBH u repriec-supyc-
HOI MH(EKINH HET), 1-X POAOB €CTECTBEHHBIM IIyTEM
Ha cpoke recranuu 39 HEACAD, COIPOBOKAAFOIUXCA
CA200CTBIO POAOBON ACATEABHOCTH (MEAHKAMEHTO3-
Had crumyAsnus). Macca teaa mpu pomxaenun — 3140 r,
aamHa — 52 ov, APGAR 8/9 6aaaos.

ITocae BBIIIICKH U3 POAAOMA PEOCHOK HAXOAUACH
Ha UCKAIOYHTEABHO TPYAHOM BCKAPMAHBAHUU, KOH-
TPOABHOE B3BCIIHMBAHUE HE IIPOBOAHAOCE. Mama ot-
ME9YaAd ITAOXYIO IPUOABKY MACCH TeAd HOBOPOKACH-
noro. Ha 11-e cyrku u3HM A€BOYKA OTKA32AACH OT EAP,
craAa BAAOM, 12 9acoB He OBIAO MOYM, M3 TOAOBBIX
IyTeil MOABUANCH KPOBAHUCTBIEC BRIACACHNA. AeBOUKa
rocruTasusuposana B AIKD c¢B. Baaaumupa. [1pn
FOCIIMTAAU3AIUH COCTOAHME pebeHKa TaKeAoe. Bo-
paKEH CHHAPOM YTHETEHHSA, KPUK CAAOBIH, pearnpyer
Ha O6oaeBble pasapaxurean, o lkase komsr 1'aasro
13 6aanoB (ymepennoe orayrrenne). Macca Teaa 2580 r
(moteps macce Teaa — 560 T = 18%). T teaa — 35,8 °C.
Kozxa ¢ MpaMOPHBIM PHCYHKOM, TYProp TKAHEH CHIKCH,
60ABIIION poAHIYOK 3armaBiimii. Otexkos net. OTmeya-
eTcsl [INAHO3 HIDKHUX KOHEYHOCTEH, IIPEUMYIIECTBEHHO
cron. CyOKOHBIOHKTHBAABHOE KPOBOH3AHAHNE CIIPABa
(rumocdparma). BuAuMEre cAH3HCTEIE OOOAOYKH SPKO
posossie, cyxoarsl. YA-46 B 1 mus, YCC-146 B 1 MuH,
AA - 77/51 mm pr.cr. (<50 mepuenTtuasn). B aerknx
IIy9PUABHOE ABIXAHUE, XPHIIOB HET. TOHBI cepala OT-
YETAHUBBIE, YMEPEHHO HIPUTAVIIEHBL. /KUBOT MATKHIH,
OesdoaesHennbl. Anyprs. CTyaa IPH OCMOTPE HET.

[Tpu 0OcAcAOBaHN BBIABACHO HIOBBIIIICHIE YPOBHA
MoueBHHBL AO 26,65 MmoAb/A (1,8-6,4), kpearnHuna
AO 255 MkMOAB/ A (26-87), Harpus A0 169 MmmoAab/A
(135-145), xaopa a0 136 mmoan/A (96-107), CPb —
1,4 mr/a (B mpeaeaax pe(bepeHCHblx 3HAYEHHI).
[To pesyapraTaM KAHMHHYECKOIO aHAAM32 KPOBH:
remoraobun 217 r/a (125-180), remaroxpur 66%
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(39-63), actikountsr — 19,33X10°/A (5-24), Tpombo-
utsr — 163X10°/a (180-553), meitrpocduanr 65%,
anmconnter 30%, monoruts 5%. ITo sammemv KITC:
pH — 7,3 (7,36-7,44); BE=-10 mmoab/A (o1 -2 A0 +2),
Gukapbonar 17,4 Mmmoas/a (22-26), 0CMOAAPHOCTD
333,4 MOcwm/xr, aaktar 3,0 mmoan/A (0,7-2,1). TTo aan-
HbIM KoaryAorpammer: D-auvep >1000 mr/ma (0-250),
tpomouuosoe Bpems — 20,8 ¢ (12-18), anrarpombun
III — 93% (63-68%), OcTaABHBIE IIOKA3ATEAN HAXOAH-
AHICB B ITPEACAAX pPedePEHCHBIX 3HAUYEHHUH.

[To pesyapTaTaM yABTPa3BYKOBOIO HCCACAOBAHHSA
(V3M) ormedaroch HEKOTOPOE YMEHBIIIEHUE AMHEI-
HBIX pa3MepoB rodek (40X 18 mm, maperxmmva 9 Mm), mpu
poriiAeporpadun KPOBOTOK OIIPEACASACH B BHAC CAH-
HHUYHBIX I[BETOBBIX ITHKCEAEH B 0OAACTH BOPOT IOYEK.
[Ipur Y3W Opromuoil moArocTa (PparMeHThl MAru-
CTPAABHBIX COCYAOB KHBOTA (OPFOIIHAA A0PTa, HUAKHAA
ITOAAs BEHA) BU3YAAUSHPOBAHEL B MesoracTpui. Ipea-
ITOAOKHTEABHOE 3aKAFOueHHE 110 Y 3M: ABycTOpOHHMIT
apTEPHAABHBIH PEHAABHBIH TPOMOO3.

Ha ocHOBaHUH KAMHIYECKHUX U IAPAKAHMHIYICCKUIX
AQHHBIX: aHAMHE3 — Hea(P(EKTUBHOE IPYAHOE BCKAPM-
AMBAHUE, ITATOAOIMYECKAsA ITOTEPA Macchl Teaa — 18%
Ha 12-it aAeHb KU3HH, AAOOPATOPHBIX: I'HIIEPHATPUC-
mus — 169 MMoAb/ A (cpeaneil crenenu-Tsxeaas) [6],
TUIIEPA3OTEMIS, IIOAUIHTEMUS, TPOMOOIIUTOIICHIS, 10~
BBIIIICHIE YPOBHA D-AnMepa, AMATHOCTHPOBAH ABYCTO-
POHHUIT PEHAABHBIH apTEPHAABHBIN TPOMOO3 Ha dpoHe
TUIIEPHATPHEMUYCCKON ACTUAPATALIIN, OCAOKHCHHBII
passutueM octporo nospexaennd mouyek — KDIGO
(Kidney Diseases Improving Global Outcomes) 3 cr.
[7]. Pebenky HavyaTa aHTHKOATYAAHTHAA TEPAIIUA HE-
ppaKIHOHUPOBAHHBIM I'€HIAPHHOM, HH(Y3HOHHAA
PETHAPATALINOHHAS TEPAIINS, KOPPEKIIUA ITHIIEPHATPH-
emun, anTHOAaKTepraAbHad Tepamud. OAHAKO HA CAe-
AYIOIIHH ACHb IIOAOKHTEABHON AMHAMUKH COCTOSHIS
He OTMEYEHO, COXPAaHAAACH aHypus, Macca Teaa — 2910 1,
AA 109/72 mm pr.cr. (>99 neprenruas). Yaurssas
HIOTPEOHOCTD B IIPOBEACHUHU 3aMECTHTEABHOIN I1OYCY-
HOM Tepanuu (aHypus >24 9acos), AA AAABHEHIIIEro
AedeHHA peOeHOK IepeBeAcH B LlenTp HeoHaTAABHON
nedporornn u amasuza AI'KB Ne9 nm. I''H. Criepan-
CKOTO.

[pu rocumrasusamun (12-¢ cyrsm xusam): AA
92/67 mm pr.cr. (90-95 nepuentuan), YCC 162 /vun;
YA 43/mun, nepudepudeckue orexu. AabopaTopHO:
IIOBBIIICHNIE BOCIIAAHTEABHBIX MAPKEPOB — ACHKOIINTO3
(21,92%10%/ &) ¢ meirrpodpuaesom (17,49%10°/a), rpom-
Gouuronenus (139,8x10°/4), C-peakrusHeiil GeAok
37,2 mr/ A, npokassimronns 1,99 ur/ma; runonpore-
nHeMmus; ruepasoremust (MoueBuHa 27,3 MMOAB/ A, Kpe-
atuauH 329 MKMOAB/ A); runtokoary st — AUTB 77,
4 cex); arrurpomdbun I 77%; tpomOurOBOE Bpemsa —
ner koaryasiun, A-auvep 7007 ur/ma (pedpepercHbie
spagerus: 0-250 ur/mMa). VaureBas anypuro 6oaee
24 gacos, THITEPA3OTEMUIO, THIIEPTUAPATAITHIO, METa-
OOAMYECKHIT AIIAO3 HAYAT IIEPUTOHCAABHBII AMAAHS3
(ITA) B kaaccIuecKOl MOAN(HUKAIINH C ITOCACAYFOINEH
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Puc. 1. KomnbloTepHas Tomorpaduisi noyYek ¢ KOHTpacTpoBaHeM
nauuneHTkn M. ot 8.06.22

Fig. 1. Computed tomography of the kidneys with contrast
of patient M. from June 8, 2022

Tepalmeil rerapuHoM B/B B A03UpOBKe 28 ea/kr/4ac
oA korTpoAem AUTB.

AAfl yTOUHEHIA AHATHO32 OBIAQ ITPOBEACHA KOMIIBIO-
tepHas Tomorpacpusa (KT) mmouek ¢ korTpacTnpopanmem,
rAe oOHApyKEH TPOMOO3 A0PTH OT YPOBHS BEPXHEI
OpbrxeedHol apTepun (pucyHOkK 1). VanTeBas oTcyT-
CTBHE KPOBOTOKA B IIOUCYHBIX APTEPHUAX, PUCK AOITOAHH-
TEAPHOTO KOHTPACT-HHAYIIIPOBAHHOIO ITOBPEKACHHSA
[IOYEK PACIICHUBAACA KAK KPAITHE HI3KHIL.

C meapro Busyasusaruu TpomOa Beiroanera KT-
anruorpadus a0pTHL: TPOMOO3 A0PTHL OT YPOBHA AUC-
TAABHEE OTXOKACHUSA BEPXHEH OPBIKECUHON apTepUu
AO OOITIIX OEAPEHHBIX apTepUil (PHCYHOK 2).
Hioxassa Opprkeednas apTeps, MOYCIHbIE
aprepuu, OOIINe IOAB3AOIIIHBIE, HAPYKHBIC
1 BHYTPEHHHE ITOAB3AOIIHBIE apTepun Oe3
LIPU3HAKOB KOHTpacTupoBanus. [lepdysus
[IOYEYHON HMAPEHXUMBI CYOTOTAABHO CHH-
#eHa (PUCYHOK 2).

[To XU3HEHHBIM IIOKA3aHHUAM (HCIIOAD-
30BAHHE BHE IPOTOKOAQ) IIPEAIIPHHATA 110~
IIBITKA TPOMOOAHU3HCA TKAHEBBIM AKTUBATO-
pom maasmuuorena Aartenaasa 0,2 mr/kr
B Teuenue 10 MHH (AO32 HAIPY3KH) U 3aTEM
6 Mr/Kr/9ac, IPOAOAIKEHA AHTHKOATYASHT-
Hast teparmst rerapuaom 10 EA/kr/gac moa
KOHTpOAEM KoaryAorpammer. Ha caeayrome
CYTKH B CBA3U C BOSHHKHOBEHIEM IEMOPpa-
IHYECKOTO CHHAPOMA (TEMOPPATHYECKOE OT-
AEASiEMOE II0 IIEPHUTOHEAABHOMY APCHAKY,
BHYTPHKEAYAOUKOBOE KPOBOM3AHAHHE 3 CTe-
IICHU 10 AAHHBIM MATHHTHO-PE30HAHCHOI
ToMOTrpadpuu rOAOBHOIO MO3I2), TPOMOO-
AM3HC 1 HH(MY3UH TEIAPUHA ITPEKPAITICHBL.
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TIO. Abaceesa, A.M. Makynosa, E.A. Capkuca 1 coasr.

[TocAe TIpOBEACHNUS TEMOCTATHYECCKON TEPAIIHN BO300-
HOBACHA AHTUKOATYASHTHASA TEPAIIHAL.

C 11eABIO BEIIBACHUSA TCHETUICCKU OOYCAOBACHHOTIO
PHCKa HAPYIIEHUN CHCTEMBI CBEPTBIBAHIA KPOBU pe-
OEHKY IIPOBEACHO HCCAECAOBAHME 8 IIOKA3ATEACH METO-
AOM moAuMepasHoii nerson peakmuu (ITLIP) (F13A1:
103 G>T (Val34Leu), F2: 20210 G>A, F5: Aetiaen
myrtamusd, 1691 G>A (Arg506Gln), F7: 10976 G>A
(Arg353Gln), FGB: -455 G>A, ITGA2: 807 C>T
(F224F), ITGB3: 1565 T>C (L33P), SERPINE1 (PAI-
1):-675 5G>4G), a Tawke 4 noxazaread HoAuMopdrzMa
reroB ¢oaaraoro rmkaa (MTHER: 1298 A>C (E429A),
MTHFR: 677 C>T, MTR: 2756 A>G (D919G), MTRR:
66 A>G (I22M)). B pesyAbrate HCCACAOBAHUSA BHI-
ABAEHBI T€TEPO3UTOTHBIE TOAUMOP(HBIE BAPUAHTEI
renoB ITGA2: 807 C>T (F224F)(C/T) u ITGB3:
1565 T>C (L33P) (T/C), koanpyromux TpomMOOIH-
TapHBIC PELICIITOPBL K KoAAareny u (pubpunorerny. Ha-
AWMYHE YKA32HHBIX IIOAUMOP(HBIX BAPUAHTOB IIPHBO-
AUT K YBEAMYECHHIO CKOPOCTH AAT€3UH TPOMOOIINTOB
K 9HAOTCAHUIO H YCHACHUIO UX arperanuu. Tawke Opiaa
BBIABACH IIOAUMOPQHBIH BAPUAHT B I€TEPO3UTOTHOM
cocrosunn reaa SERPINE1 (PAI-1): -675 5G>4G
(5G/4G), Haau4dEe KOTOPOTO NIPUBOAUT K ITOBBI-
IIIEHUIO YPOBHA HHIMOHTOPA aKTUBATOPA IAA3MUHO-
rera-1 B KpoBH, CIIOCOOCTBYET CHIDKEHUIO (DHOPHHO-
AUTHYECKON AKTHBHOCTH KPOBU M OOACTYAET PA3BHTHE
Tpombo3a [8]. OAHAKO, YUNTHIBAS IETEPO3UTOTHEII
XapaKkTep BBIABACHHBIX ITOAUMOP(HBIX BAPHAHTOB, UX
BKAAA B pOpMUpPOBaHHE TPOMOO3a OPFOIIHON A0PTHI
COMHUTECACH.

[Tpu nccaeaoBarnn reHOB POAATHOTO ITHKAQ OBIA
BBIABACH T'€TEPO3UTOTHBIH ITOAMMOPQHBINA BAPHAHT
B reie MTR:2756 A>G (D919G) (A/G), orBercren-
HBII 32 AKTHBHOCTh METHOHHHCHHTETA3BI, ITO MOKET
CIIOCOOCTBOBATH PA3BUTUIO THIICPTOMOLIHCTCHHEMHIH,

Puc. 2. KomnbtoTepHaa Tomorpaduyeckasn aHrnorpadus aoptbl
naumeHTkn M. ot 08.06.22

Fig. 2. Computed tomographic angiography of aorta
in patient M. from June 8, 2022
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Ta6nuua 1| Table 1

JlabopaTopHble Nokasatenu nauueHTta M. 1 X guHaMunKa

Laboratory parameters in patient M. and their dynamics

KnuHunyeckuii aHanus Kposn

MokasaTenb, eAuHNLIbI U3MepeHus 07.06. 24.06. 26.07. 19.09. 24.11.
Sputpouutsl, 10%¥12/n 5,21 1,91 2,6 2,79 2,33
lemornobuH, r/n 168,4 56,3 72,8 80,9 72,0
Tpomb6ouuTbl, 10¥9/n 139,8 249,2 17,5 439,6 271,0
JlenkounTol, 10¥9/n 21.92 8,37 31,67 7,52 8,64
Bruoxummnuyeckuin aHanus Kposu
lMokasaTenb, eAnHNLIbI U3MepeHusa 07.06. 24.06. 20.07. 21.09. 24.11.
O6wuin 6enok, r/n 46,3 38,4 30,9 30,6 56,3
AnbOyMUH,/n 27 24 20,0 16,0 31,8
MoueBvHa, Mmonb/n 27,3 16,0 12,1 11,0 9,62
KpeaTHuH, MKMonb/n 329,0 421,34 231,6 183,79 269
C-PB, mr/n 37,2 7,8 4,0 73,4 -
[MpOKanbUUTOHWH, HI/MN 1,99 0,64 1,02 - -
Koarynorpamma

MokasaTenb, eAuHNLIbI U3MepeHus 07.06. 23.06. 25.07. 02.09. 24.11.
[-pumep, Hr/mn 7007 1777 152 1503 870
AYTB,cek 74,7 74,7 72,8 334 65,1
QubpriHoreH, r/n 3,47 2,65 1,5 3,37 1,72

HO Y OITMCHIBAEMOTO IAIIEHTA YPOBEHb TOMOIINCTEHHA
HE ITOBBIITAACH.

Peberok OBIA 0OCAEAOBAH Ha IIPEAMET BBIABACHIA
AeUIINTA €CTECTBEHHBIX AHTHKOATYAAHTOB (IIPO-
teun C, nporenn S, anturpomous 1), nx yposens co-
OTBETCTBOBAA BO3pacTy. Takke OBIAO ITPOBEAEHO HCCAE-
AoBaHme aHTH(MOCHOAUIIIAHBIX AHTHTEA, TIOKA3ABIIIEE
OTPHIATCABHBIH PE3YABTAT.

[Tpu 0GcAeAOBAHII BBHIABACH ITOBBIIICHHBINA THTP
IgG k SARS-CoV2 (715,6 Ea/A), uto, nO-BHAIMOMY,
CBA3AHO C IIEPEHECEHHON MaTEPhIO paHee HOBOH KOPO-
HaBupycHOI nudekmuer, tak kaxk Tutp IgM x SARS-
CoV2 ue 6b1a nossimen (0,20 Ea/A).

3a Bpems ACYCHHA B CTAIIMOHAPE TAKECTh COCTOAHNUA
AEBOYKH OIIPEACAAAACH HAPYIIIEHUEM IIOYEIHON PyHK-
1HH, 0OYCAOBACHHOM ITEPEHECECHHBIM OHAATEPAABHBIM
KOPTHUKAABHBIM HEKPO30M ITOYEK BCACACTBHE TPOMOO3a
OpPIOIIHOIO OTAEAA AOPTHI M HEBPOAOTHYECKOH CHM-
IITOMATHKOH B BUAC YTHETCHHA HEPBHO-PEMDACKTOPHOIT
ACATEABHOCTH Ha (POHE THITOKCHIECKH — IeMOPPArH-
YECKOTO ITIOPAKEHNA TOAOBHOTO MO3ra. AHaAm3-1orped-
HOE OCTPOE TIOBPEAKACHHE ITOYEK TPAHC(HOPMIPOBAAOCH
B XBIT craanum 5A, Tax Kax IepeHeceHHbI KOPTUKAAD-
HBII HEKPO3 IOYEK IPUBEA K HX CKACPO3UPOBAHHIO
(cMmopruBanue). Y peOeHKA ¢ aHypHEH Ha 3aMeCTH-
TEABHOH ITOYEIHOMH TEPAITUH KOHTPOAD THAPOOAAAHCA
ABAACTCH CAOKHOMN 3aA24eH, COXPAHSAIONIAACA TUIICp-
THAPATAIUA CIIOCOOCTBOBAAA MAHH(PECTAIIH apTEPH-
aAbHOII rureprensun A0 117/78 mm pr.cr. (99 neprien-
tuAb — 103/59 MM pr.cT.), 9TO TpeOOBAAO HAZHAYCHHA
AHTUTHIICPTCH3UBHOM TCPAITHIL.

AHTHKOATYASHTHAA TEPAIIUA IIPOBOAHAACDH TeIla-
PHHOM C KOppekuuneil Ao3el oA korTpoAem AUTB
(eaeBoe 3Hauenue 80 cek), ¢ AAAbHEHIIEH CMEHOMN
ma HMI' — aaatemapun matpus (pparmun) B A03e
360-400 ME/kr/cyr B 2 BBeAcHHUS II/K C KOPPEK-
nuei AO3HI IO YPOBHIO aHTHXA (I[EAEBHIE 3HAYCHUA
0,5-1,0 ME/ma). K 3-x mMecsunomy Bospacty pebenka
110 AAHHBIM TpHIIAekcHOro ¥ 3M mmponsoriraa yacTuaHasn
PeKaHAAH3ALNSA A0PThI, BU3YAAH3HPOBAAUCH IIPUCTE-
nounsle TpoMObL. Ha V31 — Bropuanoe cymopriusanue
II0YEK, KPOBOTOK B HUX OTCYTCTBYET.

Teuenue 3a00AEBAHUA OCAOKHAAOCH IIOBTOPHBIMU
SIIHM30AAMU AHAAU3HOTO ITEPUTOHUTA U ABYCTOPOHHEH
ITOAHCETMECHTAPHON ITHEBMOHUH, TPEOOBABIIIIME IIPO-
BEACHNA MACCHBHOI aHTHOAKTEPUAABHOW TEPAITHU.
[To mapakAMHIYIECKHIM AAHHBIM IIEPCHCTHPOBAAA AHE-
mus 2-3 crereHu, 00YCAOBACHHASA PELIHABUPYIOIIIMI
nHbeknnoHHbIMI ocAoxHeHmIAME, XDBIT 5, 6eakoBo-
SHEPIETHYCCKONH HEAOCTATOYHOCTHIO, TPOMOOIIHTOIIC-
HUf, ACHKOINTO3, THIIOIPOTEHHEMHUS, ITUIIO0AABOYMH-
HEMUf, a TaKiKe THIIEPa3OTEMHUs, COOTBETCTBYIOIIAA
CTEIICHH yTpaThl HOoYeIHOH dyukimu. ['eMocTasHoAo-
THYECKUE TIOKA3aTEAR Ha (DOHE IIPOBOAMMOIT aHTHKOA-
IVASIHTHOH TEPAITHH IIOAACP/KUBAANCH HA YPOBHE IICAC-
BBIX 3HAYCHHI, HAOAIOAAAOCH CHIDKEHHE \-ArMepa IIpu
HAOATOACHHH B AnHAMUKE. AaOOPATOPHBIE IIOKA3ATEAN
U UX AUHAMUKA IIPEACTABACHEL B TaOAnIe 1.

[lepeneceHHOE TAKEAOE ITOPAKEHIE TOAOBHOTO
MO3ra OCAOMKHHIAOCEH Pa3BHTHEM IIOBTOPHEIX SIIH30A0B
TOHHKO-KAOHHYECKHUX CYAOPOL € IIOTPEOHOCTBIO B IIPO-
THBOCYAOPOKHOM Teparmn. [To AaHHBIM 2AeKTpOSHITE-
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danrorpadun (DII) perucrpuposasach peruoHapHas
3IIH-AKTUBHOCTD B ITPABBIX 3AAHUX OTAEAAX MO3TA.

B Bospacre 4-x MecsLieB, B CBA3K C PA3BHTHEM THKE-
AOTO AMAAM3HOTIO IIEPUTOHUTA U OTCyTCTBIEM 9hheKTa
OT IIPOBOAHMOIO ACYEHNS, PEOEHOK IIEPEBEACH Ha APY-
IO BHA 3AMECTHTEABHON IIOYEUHOMN TEPAILII — IIPOAOA-
’KeHHBII BeHO-BeHO3HEIH reMoAnaans ([IBBI'A). Uepes
3 HeACAH, IIOCAE CAHAITMN OPIOIITHOM IIOAOCTH, BO300-
HOBAEHO IIPOBEACHHE IIEPHTOHEAABHOIO Anaansa [9)].

Ha nporsxxennn Bcero nmepuoAa roCInTaAu3arng
pebenok moaydaa koMmaekcHyro Teparmro: 3ITT (me-
puroneaApHsiii anasus, [IBBI'A), antuxoaryasarhasn
Tepanus, aHTHOAKTePHAABHAA U AHTH(YHIAABHAS Te-
AL, AHTUTUIICPTEH3UBHOE ACYCHIE, KOPPEKIIUS AHE-
muH (reMoTpaHcdysHn, spuTporrosTHH). MeArkamerHTsr,
HCIIOAB30BAHHBIC B TCPAIIIH, VKA3AHBI HA PHCYHKE 3.

B Bospacre 6 MecAIIeB COCTOAHIE ACBOYKH OIICHUBA-
AOCBH KaK CTaDHABHOE, TsKeAOe, 00ycaoBAcHHOE XbBIT
5/, HEBPOAOTHYECKUMH HapymieHHAMH. Pebenok or-
craBaA B pusmdecKoM paspuTan (Macca Teaa 4,5 kr —
z-score=-3,41, aamna teaa 60 cm — z-score=-2,73)
1 HEPBHO-IICUXHYECKOM Pa3BUTHI, HAXOAMACSH Ha 30H-
AOBOM KOopMmAcHuU. 1o AaHHBIM 00Imero amasmsa

07.06-31.07
= [lepuToHeasnbHbIN Ananmn3

TIO. Abaceesa, A.M. Makynosa, E.A. Capkuca 1 coasr.

KPOBU COXPAHAAACH aHEMUSA 2 CTEIICHH (IPUTPOLIUTHL
2,91x1012/a, remoraobun 85 r/a), o pesyapraram
OMOXHMMIYECKOrO aHAAN32 KPOBH — IHIIEPA3OTEMUA
HA IIPUEMAEMOM YPOBHE AAf IIAIIMEHTA HA IIEPHTOHE-
aApHOM Anaamse (MouesmHa 9,64 MMOAB/ A, KpeaTn-
uuH 269,4 Mmkmoan/A). Ha KT-anrnorpadun aoprst
B BO3pacTe 4,5 MecAIeB: YMEHBIIIEHHE IIPOTAKEHHOCTH
TpoMOa B OPIOIIHOM a0pTE IO CPABHEHHIO C HCCAEAO-
BAHIEM B BO3PACTE 2-X HEACAD, YMEHBIIICHIE AHAMETP
aOPTHL. Y MEHbBIIIEHIE O0beMA ODEHX ITOYEK, OTCYTCTBHE
uxX (OyHKIIHL.

Ha momenT 9 MecAneB AeBOUKA IIPOAOATKHAA TIOAY-
9aTh 3AMECTHTEABHYIO ITOUEIHYIO TEPAITHIO (IIEPUTOHE-
AABHBIN AUAAN3), AHTHKOATYASHTHYIO Tepanuro. B ceazu
C HAAMYIHEM KOMOPOUAHOI ITATOAOTHN: OEAKOBO-9HEP-
reTHYCCKAA HEAOCTATOUHOCTb, BHIPAKCHHBIE KOCTHO-MH-
HEPAABHBIE HAPYIIIEHNSA, HEBPOAOTHYECKHIE IIPOOAEMEI,
peOEHOK IIPOAOAKAA HYKAATBCA B CTALIMOHAPHOM Ae-
yenun. [Tpu OaaronpusTHOM TedeHHN OOAC3HH IIOCAC
crabuamsarnu cocroauus pedenxy ¢ XbIT 5A ma done
He(POCKAEPO32 B NCXOAE IIEPEHECEHHOTO TPOMOO3a
A0PTHI, ITAAHHPYETCH IIOATOTOBKA K TPAHCIAAHTAIIII
HOYKH.

= /IckyccTBeHHasA BeHTUNAUMA nerkux (09.06-13.06)

1 OTMbITble 3puTpoLUTbI (23.06), spuTpoumTapHas B3eck (09.06, 22.07, 27.07),
CBEXe3aMopOXKeHHas niasma (09.06.-12.06, 26.07.), TPOMOOKOHLeHTpaT (26.07)

m [enapwuH HaTpuA (07.06-26.06), pantenapuH HaTpua (c 27.06), Antenna3a (08.06-09.06)

= AMnnumnnanH/cynb6aktam, Ledenvm, NoAMMUKCUH, GochoMuLMH, prykoHason, MrukadyHrmH

01.08-31.08
= [lepuToHeasnbHbIN Ananmns3
= JlantenapuH HaTpua

= JInHe3onua, NOANMUKCUH B, TUreunKnnH, BaHKOMULIMH, MeporneHem, aMnKaLuH, aM(I)OﬂI/II'I

= AHTUrMMNEePTEH3VBHaA Tepanusa: KapBeaunosn

= 3pPUTPOMOSTUH

01.09-30.09
= [lepuTOoHEeanbHbIN Ananms
= HagponapuH Kanbumsa

= TureunKnuH, $ocGOMULINH, a3TPEOHaM, FEHTaMULH, GpIyKOHa30/

= 3pUTPOMOSTUH

01.10-22.11

= [1poasieHHbIi BEHO-BEHO3HbIN remoguanus (4.10-25.10), neputoHeanbHbl ananus ¢ 26.10

® JpuTpouuTapHas B3secb 03.10.22

= A3TpeoHam, NoIMMUKCYH B, nunepauunnvH tasobaktam, GochommLnH, MUKapyHrH

= HagponapuH Kanbums

= [TpOTVBOCYAOPOXKHAsA Tepanus: NeBuTMpaLeTam, narnodeparn, okckapbasenuH

u AHTI/IFI/II'IepTeH3VIBHaﬂ Tepanua: amnognnnH

= DpUTPONOITUH

Puc. 3. Cxema KoMnnieKCHOM Tepanum naumeHTky M.

Fig. 3. The scheme of complex therapy of the patient M.
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OOGcy>xaenue

B meomaTaApHON M IEAMATPUYECKON IIPAKTHKE
JACTOTA APTEPHAABHBIX M BEHO3HBIX TPOMOO30B CO-
crasasier 2,6-6,4 caygas ma 100000/ roa [28]. HaunGoaee
VASBUMOIT IIOIYASIITEEH B OTHOIIICHUU PHCKA PA3BHTHSA
TPOMOO032 ABAAFOTCA HOBOPOKACHHBIE, CAMBII BEICOKHIT
PHCK OTMEYAETCA Y HEAOHOIIIEHHBIX ACTEH H ITaITHEHTOB
OTACACHHH PEaHUMAIINN ¥ HHTCHCHBHOH Teparny Ho-
sopomaernbx (OPUTH).

B nmepmnoae HOBOPOKAEHHOCTH BHIABAAIOTCA CY-
IIIECTBEHHbBIE OTAHYHA B KOHIICHTPAIIUAX U CKOPOCTH
crHTE32 OOABIITHHCTBA PAKTOPOB CBEPTHIBAHIA KPOBH,
CKOPOCTH OOMEHA, CIIOCOOHOCTH PEIYAHPOBATH YPOBEHD
TPOMOMHA U IIAA3MUHA, 4 TAKKe OOABINAA BApHAOEAD-
HOCTB I10 CPaBHEHHIO cO B3pocabMu [29]. K dbusuoso-
THYIECKHIM OCOOEHHOCTAM (DYHKIIOHHPOBAHNIA CUCTEMBI
reMOCTa3a Y HOBOPOKACHHBIX OTHOCATCA HU3KHI YpO-
BEHD €CTECTBEHHBIX AHTUKOAIYAAHTOB (mpotens C, mpo-
tenH S, anTHTpOMOMH, KOakTop remapuna 1I) n Bu-
TamuH K-32BHCHMEIX DAKTOPOB CBEPTHIBAHUA KPOBU
(dbakroper 11, VIIL, IX u X). B To xe Bpemd, yposeHn
VIII dakropa n dakropa don Buarebpansa mossr-
meHsr [29]. V HOBOPOKACHHBIX CHIKEHA (PUOPHHOAN-
THYECKAA AKTHBHOCTD 32 CYET YMEHBIIIEHNA KOHIIEHTPA-
I TPOPHOPUHOAUTHKOB (ITAA3MUHOIEHA, TKAHEBOTO
U YPOKMHA3HOTO aKTHBATOPA ITAA3MUHOICHA) H ITOBBI-
IIIEHUA KOHIIEHTPAUI HHIHONTOPOB (PHOPHHOAN3
(mHrHOHTOpA akTHBAaTOpa HAasMuHOreHa 1 — PAI-1)
[30]. Hecmotps Ha cHimkeHne akruBHOCTH (PUOPHHO-
An3a, B KPOBU HOBOPOMKACHHBIX BBIABAAIOTCA BBHICOKHE
KOHIIEHTparuu A-AUMepOB.

B GoApmmmmCcTBE CAyUaeB pasBUTHA TPOMOO32 y HO-
BOPO/KACHHBIX BBIABAAIOTCA AOTIOAHHTEABHBIE (PAKTOPHI
pHCKa, TAKHE KAK IIEHTPAABHBIE BEHO3HBIE KATETEPH,
AMCOAAAHC KUAKOCTH (ACTHAPATAIIHA), HAPYIICHHE
(byHKIINH IEYEHH, CEITHYECKNE COCTOAHIA, CHCTEM-
Hafd BocnaAanTeAbHas peaknnd, VIBA. Aomoannrean-
HBIM (PAKTOPOM PHCKA PA3BUTHA TPOMOO32 ABAAETCA
TEHETUYECKH OIIOCPEAOBAHHOE CHIKEHHE AKTUBHOCTH
€CTECTBEHHBIX aHTHKOATYASHTOB: ACDHIINT aHTUTPOM-
6una, potenHa C, IpOTEHHA S MAM HAAMYHSA MY TAIIIH
dpakropa V Aetipena [10]. I'enernaeckre popmsr Tpom-
6oduAnN B IIEPHOAE HOBOPOKACHHOCTH MOTYT IIPO-
ABAATHCA TAKEABIMU ITPOTPOMOOTHYECKUMHE COCTOSNHH-
amu. Kaaccrdaeckoe mposBaeHne AebHITITa IPOTEHHOB
C mAm S, 00yCAOBAGHHOIO T€HOTHIIOM C 3aMEHOM ABYX
aAAeAel (TOMO3HUTOTHEII) — PyABMUHAHTHAS IYPITYPA,
XapPAKTEPHU3YIOIIAACA TPHAAOH CHMIITOMOB: ITOPAKE-
HHEEM MEAKHX IIePeOPAAbHBIX aPTEPHIA, IIOPaKEHUEM
IA43 1 KOKHOH myprypoit. Aedprrur amrurpom6buaa 111,
OITOCPEAOBAHHEIN TEHOTUIIOM C 3aMEHOM ABYX AAAEAEH
(TOMO3HUTOTHEIIT), MOKET ITPOABUTHCA APTEPHAADHBIMH
MAY BEHO3HBIMHI TPOMOO3aMH Y HOBOPO/KACHHBIX ACTEH,
B 9TOM CAydYae aKTUBHOCTD anTuTpoMOuHa 111 me mpesrI-
mraer 10% [11]. TIproGperennoe cHmKeHNE AKTHBHO-
CTH €CTECTBEHHBIX AHTHKOATYAAHTOB Y HOBOPOKACHHBIX
JaIlle BCETO CBA3AHO C TEUYEHHEM CEIITHYECKOIO IIPO-
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recca [12]. K apyrum mporpombortrgeckum dakropam
OTHOCATCA BPOMKAECHHBIE IIOPOKH CEPAIIA U COCYAOB,
CITOCOOCTBYIOIINE PA3BUTUIO TIOAHIIUTEMUHN, PEOAO-
THYECKUX HapyIneHni, runokcun. K mprobperernsm
dpakTOpam pHCKa CITOHTAHHOTO TPOMOO3a A0PTHI OTHO-
CATCA PECITMPATOPHBIN AUCTPECC-CHHAPOM, ITPHMEHE-
HHE 9KCTPAKOPIIOPAABHOH MEMOPAHHOI OKCHICHAIINN
[13], cercuc, mepunaTaApHas aCUKCHS, ACIIHPALIIS Me-
KOHHSA Y IIAOAQ, 9KCTPEMAABHAS HEAOHOIIICHHOCTD, TH-
neprensud [5], caxapHbIii AMaOeT y MaTepH, 00e3BOKH-
Barue [14, 15]. OAHAKO BBIABUTH IPUYHHY TPOMOO32
Y HOBOPOKAECHHOI'O YAAETCA HE BCETAA [5].

HeonaTtaAbHEI TPOMOO3 20PTHI MOKET IIPOTEKATD
©eCCUMITTOMHO, IMETh OTPAHUYEHHYIO OPIaHHYIO AUIC-
(PYHKIIMIO MAH IIPEACTABAATH COOOM UPE3BBIYANHYIO
CHTYaLUIO, yrpozKaroryro xusuu [15, 16]. K ocaoBHEIM
KAMHITYECKIM IIPOABACHNA TPOMOO3a A0PTH § HOBO-
POKACHHBIX M AETEH I'PYAHOIO BO3PACTAa OTHOCATCH:
OTCYTCTBHE IIYABCAITNH HA OEAPEHHOM apTEPHH, OACA-
HOCTb U IIOXOAOAAHHE HIKHUX KOHEYHOCTEH, YBEAH-
YEHHE BPEMEHH HAITOAHEHHA KarmAAApos [17]. Moryr
BCTPEYATHCA TAKHE CHMITTOMBI, KaK 3ACTOMHAA CEPACIHAA
mepocratourocts (CH), aprepuaspnas rumepreHsus,
oaurypus [3], rematypust, MeTabOAMYECKAIT annuA03 [4].
Kannnaeckue mposiBAeHuA TPOMOO3a OPIOIIHOI A0PTHI
Y HOBOPOKAEHHBEIX MOI'YT HAIIOMHHATH KOAPKTAIIHIO
AOPTHI HAH IIepephIB Ayru aopTel: TxeAad CH B iepsrie
9achl U AHU ku3HHU [14], a Taxke pasAMYHBIE TTOKA32-
TEAU APTEPUAABHOIO AABACHUSA HA BEPXHEH U HILKHEI
koHeuHOCTAX [17]. TpoMOO3 20pTBI MOKET OCAOKHATHCA
HIOPAKEHNEM OPBIKECUYHBIX APTEPHIA, B 3TOM CAyYaE Ma-
HudEeCTUPYET HEKPOTHSUPYIOIUI dHTEPOKOANT [12]
BCAEACTBHE HIIIEMIIECKOTO MOBPEKACHHA KHITICIHUKA.
B cayuae Tpom003a OUEIHOM apTePHU — MAKPOIEMATY-
pusA, eCAH TPOMOO3 ABYCTOPOHHUIT — aHypHs, B 000OUX
CAy4aAxX OYAYT IIPH3HAKH OCTPOTO IIOBPEKACHNUS ITOUCK.

CaMbIM pacIrpOCTPaHEHHBIM H ACTKOAOCTYIIHBIM Me-
TOAOM AMarHOCTHKH TPOMO032 A0PTHI ABAACTCSH YABTPA-
3BYKOBas AOIIIAEPOrpadbrs, K IIPEUMYIIIECTBAM AAHHOIO
METOAA OTHOCHTCA HEMHBA3UBHOCTD M BO3MOKHOCTD BBI-
oAHeHue y mocreau 6oaproro [4, 18]. Oamako ¢ mo-
MOIIBIO Y3 AMATHOCTHKHA HE BCETAA MOKHO IIOAHOCTBIO
BH3YAAU3HPOBATH COCYABI Ha IPOTAKEHHIH, IIOITOMY,
«30AOTBIM CTAHAAPTOM» AMATHOCTUKH CYHTACTCHA KOH-
tpacrHas anrnorpacus [19].

NabopaTopHbIe IPOABAEHUA TPOMOO3a COCYAOB
AIODOH AOKAAM3ANNN HECHEIUMUIHE H BKAIOYAIOT
HPU3HAKH ITOTpebAeHnA PAKTOPOB CBEPTHIBAHUA
(rpombonuronenus, ruo@UOPHHOTEHEMHES), IPO-
KoaryAAHTHbIN cratyc (n3menerne AUYTB, TpombuHo-
BOIO BpeMeHH, ITpOTpoMOnHOBOIL akTuBHOCTH, MHO),
IIOBBIIIICHUE YPOBHA MapKEPOB TPOMOOOOpPa3OBAHMA
(A-anmep, POMK). B cayuae Tpombosza Gprommnoro
OTAEAA AOPTHI H, KAK CACACTBHE, ITOUCUHBIX APTEPHI,
OYAYT BBIABAATHCSH CHUMIITOMBEI OCTPOTO ITOBPEKACHIA
1104€eK (IIOBBIIIIEHNE YPOBHA MOYEBHHBI M KPEATHHIHA
B CBIBOPOTKE KPOBIU, METAOOANYECKUIT AIIHAO3), TEMATY-
pus, aprepuasbHad runeprensud [20)].
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B mpeAcTaBACHHOM KAMHHYECKOM CAydYae OC-
HOBHBEIMH CHMIITOMAMH, KOTOPBEIE 3aCTABHAH MaMY
12-AHEBHOW HOBOPOKACHHOM AEBOYKH OOPATHTHCH
32 MEAHMIIHHCKOM ITOMOIIBIO, OBIAO OTCYTCTBHE MOYE-
HCITYCKAHUSA ¥ MAKpOTeMaTypus (<KPOBSHUCTOE OTAE-
AfIEMOE 13 ITOAOBBIX ITyTei»). B arom cAyuae BHmManme
Bpava cpa3y OBIAO OOPAIIIEHO HA AUATHOCTHKY OCTPOTO
nospexaenns nouex (OINIT), uto u moATBEpAEAa BBHI-
ABACHHASA THIIEPA3OTEMHA, KOTOPAA B COUECTAHUH C AHY-
pueit coorsercTBoBasa 3 crenenn OIIIT mo kaaccu-
duxarmun KDIGO. Ilpu ocmorpe pebenka u cbope
aHAMHE3a OBIAO BBIACHEHO, YTO IPOBOAHAOCH HCKAIO-
YHTEABHO IPYAHOE BCKAPMAMBAHHE, HO K 12-My AHIO
KH3HH y peOeHKa AnarHocTipoBana rmoteps 18% maccer
teAa. MlccaeaoBanne 5AEKTPOANTOB KPOBHU BBIIBUAO
TUIIEPHATPHEMHIO — 169 MMOAB/A, 9TO COOTBETCTBO-
BAAO CpeAHEl crerteHn ee TaxecTn [21] u, B cogeTanmm
C ITOTEPEIT MACCH TEAQ, OIIPEACAAETCA KAK HEOHATAABHAS
THIIEPHATPHEMIYECKAA ACTHAPATAIINA, BEPOATHO CBA3AH-
HasA C HEAOCTATOYHOCTBIO IPYAHOTO BCKAPMAMBAHUSL
T'uneprarpuemust 2150 MMOAB/A ABASETCS TOTCHIIN-
AABHO AETAABHBIM COCTOSIHUEM BCAEACTBHE BO3MOK-
HOTO PA3BUTHA OCAOKHEHHH CO CTOPOHBI TOAOBHOTO
MO3ra (KPOBOM3AHAHUE, OTEK, TPOMOO3, HHCYABT), HOYEK
(ocTpOE MOBPEKACHHE TTIOYUEK), IEPUEPIIECKIIE TPOM-
©O03bI, CHHAPOM ANCCEMUHHPOBAHHOTO BHYTPHCOCYAH-
croro ceepreiBanud U Ap. [22]. [Ipumedareapno, uro
TUIIEPHATPUEMUYECKAS ACTHAPATAIINA IIPU HEAOCTA-
TOYHOCTH IPYAHOTO BCKAPMANBAHUA PA3BUBACTCA § AO-
HOIIIEHHBIX ACTEH O€3 OTATONIEHHOTO EPUHATAABHOTO
aHAMHE32, HE IMEIOIIHX 3a00AEBAHHIA, XapaKTepU3YIO-
IUXCA U30BITOYHBIMU ITOTEPAME BOABI (HECAXaPHBIH
Amabet, anapes, uxTHo3 u Ap.). Cpean dpakropos pucka
Pa3BUTHA AAHHOTO COCTOAHHSA, KDOME ITOTEPH MACCHI
teaa 210% y maaacrmes <21 ams xusun (damre 6-10),
YKA3BIBAFOTCSA IIEPBBIE POABI M IIOBBIIIIEHHOE COAEP-
’KaHME HATPHA B MaTepUHCKOM MoAoke [23]. Yacrora
PA3BUTUA TUIIEPHAPHEMUUECKON ACTHAPATAIIII CPEAH
AOHOIIIEHHBIX HOBOPOKAEHHBIX IT0 PA3AMYHBIM AAHHBIM
aocraraer 1,9%-4,1% [24], moATBepKAAET 3HAUUMOCTD
npobaemsr. Kpome 06e3BoKHBAHIA, KOTOPOE CAMO
110 cebe ABAAeTCA (PAKTOPOM prCKa TPOMOO03a, Y HAIIIETO
HAIMEHTa OTMEYAAACh 3HAYMMAS TIOAUIIUTEMHUA — Ie-
moraobun 217 r/a, rematoxkput 66%, T.e. ere OANH
dpakTop prcKa pasBUTHA TPOMOOTUUECKUX OCAOKHEHIE
[25].

[pu aanbHetimem obcaeaoBarn (Y3V) Obraa BbiB-
aena npuannaa OIIT y manmernra — TpoM603 rmoueIHbIx
apTepuii, 9TO IOATBEPKAAAOCH OTCYTCTBUEM KPOBOTOKA
B 00cux roukax, Y3V kapTuHa IIoUek COOTBETCTBOBAAA
KOPTHKAABHOMY HEKPO3y obenx rouek. berao mpearro-
AOJKEHO, ITO TPOMOO3 HMEET IPOTAKEHHBINA XapaKTep,
OAHAKO AOCTOBEPHO JAAAOCH BH3YaAU3UPOBATH OPIOIII-
HYIO 20PTy TOABKO B Me3oractTpuu. beiaa mauara pe-
THAPATAIIMOHHAA TEPAIIHA, TEIAPUHOTEPAIINS, OAHAKO
y pebeHka COXpaHAAACh aHYPHA, YTO TPeOOBAAO He-
3aMEAAHTEABHOTO CTAPTA 3aAMECTUTEABHON IOYEUHOI
TEPAITHH.
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HeonaraapHeLi TpOMO03 20pTHI — peAKOE 3a00ACBa-
rre. CTaTHCTHYECKIE AAHHBIE O YaCTOTE BCTPEYAEMOCTH
ITOATBEPIKAAIOTCS AHIITh AAHHBIME 32 1995 [3] 1 1997 rr.
[2]. AmarsocTHKa AAHHOTO COCTOAHUSA IMEET CAOKHOCTH
M3-32 MHOTOOOPA3HA KAHHIYECKON KapTuHBL [1o AaH-
ubM Mulcaire-Jones |.P et al. [5], kotopsie B cBoett pabore
npoaHaAusuposasu 80 CAy9IaeB CITOHTAHHBIX HEOHA-
TAABHBEIX TPOMO030B aopThl ¢ 1963 1o 2018 rr 1o Aan-
HBIM 1TyOAmKannii. Tak, MeAnana Bo3pacrta pa3BUTUA
CIIOHTAHHOTO TPOMOO3a AOPTHI IIPUIIIAACE HA 2 CYTKH
JKU3HU (MHTePKBAPTUABHEII pasmax: 0,4-7 cyrkm). DtHO-
Aorus TpoMO032a OBIAA HEN3BECTHON Y TIOAOBHHBI ACTEH
(48%), y ocTaApHEIX: HH(EKIIHH, IHIICPKOATYAALIUA
(rpoMbobuAns), BpOKACHHBIE IIOPOKU CEPALIA, ACIU-
ApaTarnus, BHyTpHyTpOOHBIH a0pTHT U Ap. [Ipu orenke
PE3yAbTATOB AcueHHA HanmOoAee 5 eKTHBHOM Tepa-
HEBTIIECKON TAKTUKOM OBIAO COUETAHIE TPOMOOAU3HICA
U AHTUKOATYAAHTHOM TEPAIINH, HE OAHA APyras Aeded-
Hasl TAKTHKA HE NMEAA MECHBINUI PUCK B OTHOIICHUH
AetaaprOorO HcxoAa (O 13,5%, 95% aoBepuTeAbHbII
nurepBaa 1,31-728) [5]. YauTebas peAKOCTb IATOAOIHY,
OITFCAHNS YCIIEIITHOTO ACIEHNSA CIIOHTAHHOTO TPOMOO03a
AOPTHI Y HOBOPOKACHHBIX HEMHOTOYHCACHHBI, 9aIIIE CO-
obrmaercs 00 YCIICITHOM ACYCHUH HOBOPOKACHHBIX,
He TPEOYIOINX ANAAN3HOI Teparmn [26].

Tpomb03 AFOOOI AOKAAM3AIIMH MOKET IPHBECTH
K OPTaHHOW HEAOCTATOYHOCTU M HMHBAAUAH3AIHI
HAIIIEHTA, TI03TOMY HEOOXOAMMO HE3aAMEAAUTEABHOE
HA4YAAO0 €rO AcUeHUA. B KAMHHYECKON IPaKTHKE Ae-
JeHHA TPOMOO30B UaIle BCEr0 HAYMHAIOT C IIPHUMEHE-
HEA TeIIAPHHOB: HePPAKIIMOHUPOBAHHOTO TEIIAPHHA
(HOI') m muskomoaekyaapuoro remapuna (HMI).
CAeAyroIIuit BUA ACUCHHA — TPOMOOANTHYCCKAS TEPa-
U5, TO €CTh MCAMKAMECHTO3HASA CTHMYAALHSA IIPOIIEC-
coB Au3uca (PUOPUHOBOIO CIYCTKA. DTOT BUA ACUYCHUA
IO3BOASIET OBICTPO AOCTHYD 3HAYHMOIO YMCHBIIICHIA
pasMepoB TpomMOa U BOCCTAHOBHUTH IIPOXOAMMOCTb
cocyAa. Tpomboansuc nauboasee scpdexrusen mpu
ApTEPHAABHBIX TPOMOO03ax H TPOMOOIMOOAUH AErOY-
HOI apTEepUH, OAHAKO €r0 IPUMEHEHUE OIPAHUINBACT
HEPEAKOE PA3BUTHE IEMOPPATHYECKIX OCAOKHCHHH.
AABTEPHATHBOH TPOMOOAHUSHUCY ABASACTCA XHPYPIH-
geckasg TpomOakTomud [1, 21, 26]. K orpanndenuam
METOAQ OTHOCHTCA ero MaAafs 3(pEeKTHBHOCTD IIPH
pacupocTpanerHoM TpombOo3e. Kak Tpomboansmc,
TAK I XUPYPIHICCKOE YAAACHHE TPOMOA HEOOXOAUMO
IIPOBOAHUTH B IIEPBBIC YACHI UAU AHU IIOCAE Pa3BUTHA
TpoMOo03a.

B macrosInee Bpemsa HEAOCTYITHBI YCTKHE KAMHITIC-
CKHE PEKOMEHAAIINH B OTHOIIEHUH OIITUMAABHOTO Me-
TOAA AEYEHHA TPOMOO3a A0PTHI Y HOBOPOKACHHBIX, T~
KyIIIE MEHPOBbIC PEKOMEHAAIINN OCHOBAHEI HA MHCHIH
9KCIIEPTOB HAU AAHHBIX O A€IEHIH TPOMOO30B ¥ B3pOC-
AbIX [21]. AoArocpodnOe HAOAIOACHNE 32 IALINCHTAME
IIOCAE IIEPEHECEHHOTO TPOMO03a A0PTHI B HEOHATAAD-
HOM IIEPHOAC TAKAKE OTCYTCTBYIOT, IIO3TOMY HE ITPEA-
CTABAACTCA BO3MOKHBIM OLICHUTH COCTOAHHE peOeHKa
crrycra Bpems [20].
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B ornmcaHHOM KAMHHYECKOM CAyYae CIIOHTAHHBIN
TpPOMOO3 OPIOIITHOI A0PTH Pa3BUACA § 12-AHEBHOTO
pebeHKa, NMEBIIIEr0 HECKOABKO (DAKTOPOB PHCKA: TH-
HIEPHATPUEMITIECKYIO ACTHAPATAIIHIO, IIOAUIIHTEMHUIO,
3 TeTepPO3UTOTHHIX ITOANMOPGHEIX BAPHAHTA B TEHAX
cucremsr cseproBas kposu (ITGA2, ITGB3, PAI-
1), a TaKixKe BEpPOATHO IEPEHECEHHAS BHYTPHYTPOOHO
HOBAsA KOPOHABUPYCHAS MH(EKITHA, IIOCKOABKY y pe-
Oenka OviA BeABACH Boicokuil TuTp Ig G. Tax, B 2021 r
Amonkar P.S. i coaBt. ObIA OIFICAH HOBOPOKACHHBII
C TaHTPEHON HIKHUX KOHEYHOCTEH BCACACTBHE CITOH-
TAHHOTO TPOoMOO32 a0PTH Ha POHE CHHAPOMA BOCITA-
anreApHOH peakrmn 11aoAa (FIRS — Fetal Inflammatory
Response Syndrome) mocae BHyTpuyTpoOHOI HH(DEK-
i COVID-19 [27].

TpomOO03 aOPTH § HPEACTABACHHOIO IALIICHTA
MaHH(ECTHPOBAA IIPU3HAKAMU OCTPOTO IIOYEIHOIO
HOBPEKACHNA — aHYPHUEH, MAKPOIeMaTypuei, apTepH-
AABHOI ruIepTeH3neH, mepudepruIecKUMU OTEKAMH,
THITEPA30TEMHEH, IIOCKOABKY TPOMO MMEA 3HAYUTEAD-
HYIO IPOTKEHHOCTD AO YPOBHA Oudypranuu o0Imux
OEApPEHHBIX aPTEPUIL, HE ITO3BOAASL OCYIIECTBAATH IIEP-
dysuro nouex. Aedenne OCyIecTBAAAACH COTAACHO
IIPOEKTY KAMHHYECKOIO IIPOTOKOAA «/\eueHne HEOHa-
TAABHBEIX TPOMOO030B» [25]. AHTHKOATyAAHTHAA TEpa-
st Havata HOT' (remapun Hatpus) B/B HEIPEpIBHO.
3aTem ITOAKAIOUEHA TPOMOOAUTHYECKAS TEPAIIHA TKa-
HEBBIM aKTUBATOPOM IIAA3MUHOIEHA — AATEIIAA3a («AK-
THAH3E»), HO B CBA3H C TEMOPPATHMYCCKIM CHHAPOMOM
upemapat O6etA ormener. HOI' B mocaeayromem Obra
sameneH HMI' (aaaremmapun matpus, @parmun). Xu-

WHdopmupoBaHHoe cornacue:
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pyprugeckoe AedeHue (TpOMOIKTOMISA) HE IIPOBOAU-
AOCB B CBAI3U C BBICOKHM PHCKOM OCAOKHeHHH. CBOEB-
PEMEHHO HA4YaTasd 3aMECTUTEABHASA IIOYCUHASA TEPAIIHA
M AHTHKOAIYASHTHAS TEPAIINA IIO3BOAMAH CIIACTH KU3HI
pebeHKy, OAHAKO AAUTEABHOE OTCYTCTBHE ITepdy3nn
HOYEIHOI TAPEHXHUMBI B CBA3N C TPOMOO30M OPIOIIHO
AOPTHI IIPUBEAO K PA3BUTHIO KOPTHKAABHOIO HEKPO34,
3aTeM BTOPHYHOMY CMOPINUBAHUIO IOYCK H (HhOpMu-
POBAHUIO AHAAU3-3aBUCHMON TEPMHUHAABHOM CTAAUN

XBbIT.
3akAroueHue

ITpeAcTaBACHHBIN KAMHHYECKHI CAYIail ACMOHCTPH-
PyeT PEAKOE COCTOSHHE B HCOHATAABHOM IIEPHOAC —
TpoMOO3 OpIOIIHOI a0pThl, ocAoxkuuBIIHics OINIT,
¢ dopmupoparnem XBIT 5A, HeonaraapHsrii meproa
ABASICTCS HAMOOAEE OITACHBIM B TIAAHE PA3BUTHSA TPOM-
OOTUYIECKUX OCAOKHEHUH, YIHTHIBAA HAAMYHE MHO-
ectBa PakTopoB prcka. [TeAmaTpam cAeAyeT yACAATH
IIPUCTAABHOE BHIMAHFIE HOBOPOKACHHBIM Ha IPYAHOM
BCKAPMAHBAHHI, OCOOEHHO eCAH POABI rrepBeie. Hanbo-
Ace 3pdeKTUBHOH TPOMHAAKTUKON THICPHATPHECMU-
YECKOH ACTMAPATAIIUH, CBA3AHHON C IPYAHBIM BCKAPM-
AMBAHIEM, ABAACTCA B3BENIIBaHNE pebenKa Ha 4-5 cyTKH
JKH3HH ¥ IIPUHATHE MEP IO HOPMAAHM3AIIHH IPYAHOTO
BCKAPMAMBAHUA. B cAydae AMArHOCTHKH a0pPTAABHOTO
TPpOMOO32 A€UEHHE AOAKHO OBITH HAYATO HE3AMEAAH-
TEABHO H ITPOBOAUTHCA MYABTUAHCIIAIIAMHAPHOH KO-
MaHAON CIIEIMAAMCTOB, BKAFOYAs HEOHATOAOTIA, T€Ma-
TOAOT, XUPypra, HepoAora.

OT poauTens nauyeHTa nosy4eHo NUcbMeHHoe A06POBObHOE MHIIOPMMPOBAHHOE corflacue Ha NyBnvKaLwmio KIMHUYECKON MHGopMaLmK
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¢180; AVIM — KOHUenuus 1 an3aiH paboTbl; peAakTMpoBaHme PyKOMMCU; MOArOTOBKa MAMKOCTpaLmiz; obLuee pykosoacteo; EAC — koHuenuus
1 Av3aiH paboTbl; pefakTMpoBaHWe PyKOmMcKU; 0)OpMAEHNe OKOHYATENbHOTO BapyaHTa TekcTa paboThl; obLyee pykoBoacTso; [A0A — cbop
1 0bpaboTka KNMHUYECKUX AaHHbIX; HanMcaHue TekcTa; VIBX — cbop 1 06paboTka KNMHUYEeCKMX AaHHbIX; HancaHue Tekcta; HBX — koHuen-
ums v avsaiiH paboTbl; HanvcaHue Tekcta; JIMM — koHuenumsa v ausanH paboTbl; pegakTnpoBaHue pykonucu; EVLL — koHuenumsa n ansanH
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CTPAHMLAISN

‘ Poccmiickoe Amasnsaoe O0mecTBo
appnanposano k ISN 6oaee 10 aer.

INTERNATIONAL SOCIETY
‘ OF NEPHROLOGY

Poccniickoe Amarusuoe Obmecto adpduauposaro k ISN 60aee 10 aer. Yaersr PAO BXOAAT B pErHOHAABHYIO KO-
masAY (RB ISN) o pernony «Hosrie Hesasncumeie I'ocyaapersa n Poccusy». B pabore ISN yuactsyror mpeacrau-
tean Apmennn, AsepOatiaxana, beaapycu, I'pysun, Kasaxcrana, Kuprusun, Poccnn, Taaxukucrana, I'yprmeHum,
Vipaunsr n Vsoekucrana. [Tocae WCN 2023 usmenuaca cocras pernonasbnoit komauas 1o HHI'&Poccun.

Texymuit cocTaB KOMaHABIL:

Aapuca [Tpuxoanna (Poccus) — Oabra Bopobsesa (Poccust) — gaeH KOMaHABL
IIPEACCAATEAD KOMAHABL Npma Yoxoneanase (I'pysns) — 9A€H KOMAHABL

Kupuaa Komuccapos (beaapycs) — Huxkoaait byaanos (Poccus) — 4aeH KOMaHABL
3AMECTUTECAD IIPEACEAATEAT KOMAHABI Memona Pammmaos (TaAKuKkuCTaH) — 9ACH KOMAHABL

Hopa Capumsuau (I'pysns) — Eaena 3axaposa (Poccus) — YA€H KOMAHABI
peACTaBUTEAb APPHATPOBAHHOTO OOITIECTBA Aot Capkncsan (ApMeHUs) — YACH KOMAHABI

Oanvixon [laparos (V3bexncram) — Abayxarap [afinos (Kaszaxcran) — 9AeH KOMaHABL
HpeACTaBUTEAb ADPUATPOBAHHOTO OOITIECTBA Peprroc Kackn (Beankobpuranms) —

Koncranrun Buraesckuit (Poccus) — npeacraBureas Vecmoannreaproro komurera ISN
peACTaBUTeAD AD(OHUAUPOBAHHOTO OOIIIECTBA Amnna Ierposa (VKpanHa) — YA€H KOMAHABI

Amurpo VBaros (Vkpauma) — Komuaparkon Xamsaes (Vabekucran) —
IIPEACTABUTEAD AP PUAMPOBAHHOIO OOIIECTBA YACH KOMAHABI

Atirrepu AcarOek Keissr (Pecrybanka Kuprusns) — Buamep Awrm Dckobap ([lepy) —
YAEH KOMAHABI mpeacraBuTeAb Komurera MOAOABIX He)pOAOIOB

PAO oprauumsyer paboty karouessix mporpamm ISN ma teppuropuu Poccutickont Peaepariuu, Hanboaee adpdek-
THBHO padoraror mporpammer CME (mporpamma IIOCTOSHHOIO MEAHIIMHCKOIO 0OpaszoBanus), EAP (mporpamma
medporormaeckux mocoascts) # SRC (mporpamma meHTPOB-IIOOPATHMOB).

Aater moaaun 3a180k B ISN ma mporpammer SRC, Fellowship u Clinical Re- IMporpammer ISN:
search —c 1 auBaps mo 1 mast i ¢ 1 Mas o 1 OKTAOPS KAXKAOTO TEKYIIIEIO TOAQ.

Aater mopaun 3asBox sa CME u EAP — B Teuenne Bcero roaa, HO He IO3XKe * CME

9geM 32 3 MECAIa AO IPEACTOSIIIEIO MEPOIIPUATHS. ° EAP

[Toaars 3asBku Moxkuo Ha caiite ISN 1o cepiake http://www.theisn.org. ¢ SRC

C 2021 roaa magara paborare HOBag mporpamma ISN — mporpamma
PerronaApHbIX y4eOHBIX IIEHTPOB, 9TH LIEHTPH HAYHHAIOT (DYHKIIMOHUPOBATD
BO Bcex peruoHax mupa, aafl Poccun u CHI' takum memtpom crana I'Kb
nmenu C.I1. borkuma (r. Mocksa) ® Regional Training Centers
Beemupagrii kourpece Hedppoaroros 2024 cocroaca B bysnoc-Aiipece 13-16

arrpeas 2024 roaa B cMerraHHOM popMAaTe.

® Fellowship

e (Clinical Research

Beemupaniit Konrpece nedponroros 2025 cocroures 8 Aean 6-9 pespans 2025 roaa.
Poccniickoe Amarusuoe ObmiectBo mpuraaraet Beex 9acHoB PAO akTHBHO ygacTBoBaTh B riporpammax ISN.

Ecau BaM HyKHA IIOMOIIb II0 BOIPOCaM OPOPMACHHUSA 3aABOK Ha ydactue B Iporpammax ISN, oOparmaiirecs
1o aapecy rosdialysis@mail.ru k koopansaaropy nporpamm CME u EAP 3axaposoii E.B.

ISN mpeaaaraer uaeram Poccuiickoro AMaAn3HOrO OOIIEeCTBa BO3MOKHOCTD IpyIioBoro gacuctsa B ISN ma 2025
T'OA CO 3HAYHTEABHOHN CKHAKOH HA OIIAATY YACHCKOIO B3HOCA. [IpmcoeamHuTbCA K rpyime MOKHO B Teaerpam-
karnase PAO nephro_rus: gar. Koopaunatopowm sisasercs H.M. byaamnos. AeraAm, KACAIOIIMECH OITAATEI YACHCKO-
ro B3Hoca AA 9aeHOB PAO OyayT coobrrieHs! mosike

[Tpeacesarear PAO
E.B. 3axaposa
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CTPAHMLIA ERA-EDTA

VLEADWG EUROPEAN NEPHROLOGY

Poccniickoe Amaansuoe Obmmectso adpduanposarno k ERA 6oaee 10 aer, u k EKHA (European Kidney health
Alliance) B Te4eHHE TIOCACAHHX 3 ACT.

Muozxecto koudepentmii PAO npoxoanan npu moasepike u 1moa srupoit ERA, a B mapre 2018 roaa cnaamu
Perncrpa ERA npu yuactun PAO 6ea mposeaen kypc CME mo Ommaemnonormn (Introdictory Course on
Epidemiology).

IMpeacrasurean PAO neoanokpartho npunnmasn yaactue B popymax EKHA http://web.era-edta.org/ekha.

Aannpie OOIepoccuiickoro peractpa 3amectureApHol nogeunoii teparmu PAO moaarorea B Permerp ERA
¢ 2016 mo 2020 roA, BKAFOYHTEABHO:

https:/ /era-edta-reg.org/files/annualreports/pdf/ AnnRep2016.pdf

u yoAnkoBaAuch B oraere Perucrpa ERA EDTA:

https://www.era-edta.org/en/registry/registries /registry-information/

[To mummmartnee i cuaamu PAO ObiAn miepeBeA€Hs! Ha PYCCKHIA A3BIK U OIIyOAHKOBaHbI B kypHAAe Hedpoaorns
n Amaans pexomenpanmn ERBP (European Renal Best Practice) mo BeaeHmro rumoHarpreMun, CHHAPOMA
AAHTEABHOTO CAABACHIUS, BEACHIIO IOKUABIX ImanneHToB ¢ XbI1 u cocyanctomy aocrymy:

http:/ /journal.nephro.ru/index.php?r=journal/article View&articleld=1987

http:/ /journal.nephro.ru/index.php?r=journal/issueView&journalld=72

http:/ /journal.nephro.ru/index.php?r=journal /issue View&journalld=74

http:/ /journal.nephro.ru/index.php?r=journal/articleView&articleld=2177

Yaersr PAO npunmmaror yuactue B padote ERA ¢ moroasivm medpororamu (YNP u YNP Advisory Program):

http://web.era-edta.org/ynp-national-representatives

http:/ /web.era-edta.ore/era-edta-ynp-advisory-program

¥Y3uars Bce HoBoctu ERA, crare uaenom ERA u npusATs yuacrue B pabore IIPorpaMm M KOHIPECCOB
MOKHO IO cChiaKe: http://web.era-edta.org/.

61 Konrpecc cocrosiacst 8 Crokroapme 23-26 mas 2024 roaa B cmermanEOM opmare.
62 Konrpecc cocronrcs B Bene 4-7 mronsa 2025 roaa.

C 2022 roaa yaens: PAO, onaaTusiiyie B3HOCHI 34 IIPEABIAYIIHI T0A, CTaHOBATCA yAeHamMu ERA.
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CTPAHMLAKDIGO

KDIGO — MemyHapoAHaﬂ HE3aBHUCHUMAA OPraHMU3aIIA, 3aHIMATOIIAACA paspa60TKof/'I 1 BHCAPCHHCM OCHOBAHHBIX
Ha AOKA3aTCABCTBAX pCKOMCHAaHI/II;‘I 10 HauboAee AKTYaABHBIM BOIIPOCAM AUMATHOCTHKH 1 ACYCHUA 32a00AEBAHUI
ITOYCK.

Aas Bemoanenns oroir 3apaun KDIGO mposoAnT koHQeEpeHIMH 10 IIPOTUBOPEUHAM, KOMITAEKTYET
AOKA3aTEABHYIO 043y, I CO3AAET U IIyOAHKYET PEKOMEHAAITHIH, Pa3pabaTeiBacMble PAOOYNMU IPYIIIIAMHE, B KOTOPBIE
BXOAAT BEAYIIHE CIIEIINAAUCTEL B TOI HAM HHOH OOAACTH.

Poccmiickoe Amaamsnoe obriectso axktusao cotpyamdact ¢ KDIGO (Kidney Disease | Improving Global
Outcomes) ¢ 2010 roaa.

3a sT0 Bpems 1o nEnmmaTuse u cuAamu PAO OBIAT ITepeBEACHB! HA PYCCKHIT A3BIK M OITYOANKOBAHEI B /KYPHAAE
Hedpoaornsa u Anasns muorue pekomesparnnun KDIGO.

http:/ /www.nephro.ru/index.php?r=site/contentView&id=7

http://journal.nephro.ru/index.php?r=journal/article View&articleld=1986

http://journal.nephro.ru/index.php?r=journal /article View&articleld=112

http:/ /journal.nephro.ru/index.php?r=journal/article View&articleld=62

http:/ /journal.nephro.ru/index.php?r=journal/article View&articleIld=30

http://journal.nephro.ru/index.php?r=journal/article View&articleld=1936

http:/ /journal.nephro.ru/index.php?r=journal/article View&articleld=2143

http://journal.nephro.ru/index.php?r=journal/article View&articleld=2197
http://journal.nephro.ru/index.php?r=journal/article View&articleld=2206

http://journal.nephro.ru/index.php?r=journal/article View&articleld=2289

http:/ /journal.nephro.ru/index.php?r=journal /issueView&journalld=114

http://journal.nephro.ru/index.php?r=journal/article View&articleld=2361

http:/ /journal.nephro.ru/index.php?r=journal/article View&articleld=2368

http://journal.nephro.ru/index.php?r=journal/article View&articleld=2378

B Ilpunoxennn ko 2-my HOMepy 32 2024 TOAy ObIA OIYOAMKOBAH IIEPEBOA HA PYCCKHI A3BIK OOHOBACHHBIX
PEKOMEHAALIUSA 10 BOAYAHOYHOMY HEDPHTY, 4 B HACTOALIEM HOMEPE IYOAHUKYETCA IIEPEBOA HA PYCCKUI A3BIK
0bHOBACHHBIX pekomenAanuit 1o AHIIA-acconnupoBaHHbIM BACKyATAM.

[Toawnsr crmcok n Teketol Pekomeraaruii KDIGO mosxHO Hafrt 1o cceiake https://kdigo.org/cuidelines/, Tam
JKE MOJKHO O3HAKOMHTBCS C MMEFOLIIMUCS HEPEBOAAME PEKOMEHAALINIT HA PYCCKUIT A3BIK.

Bebunapsr, nposoanmeie KDIGO comectso ¢ ISN 110 pasamgnoll TeMaTHKe AOCTYITHEL:

Ha caitte KDIGO https://kdigo.org/conferences/glomerular-diseases/
ma Youtube kamase KDIGO https:/ /www.youtube.com/channel/UCm7zHM_wBaPbQxRDJwyvgMe

C moBoctamu KDIGO Mo0>kHO 03HAKOMUTBCA MO ccbiake https://kdigo.org/category/news/, Ha 3TOMH
CTpaHHUIIE MOYKHO noAnucatbea Ha pacceiaky Hosocreit KDIGO.
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