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OBIIEPOCCUNCKASA OBIIECTBEHHAA OPTAHU3ALIVA HE®POAOTOB
"POCCUHNCKOE AAAM3HOE OBIIIECTBO"

I'ay6oxoyBarkaemble Kossern!
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5 cenrabpsa 2025 r. Mocksa C MEKAYHAPOAHBIM yuacTuem: «borknHckue
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1 ; B -
16 onbpa 2025 1. Mocksa XXVI MexAyHAPOAHAS IIIKOAA-CEMIHAP Ownaain
o zepposoruu (CME) TPAHCAAIIIA

XVII zedporormaecknii cemuraap PAO

- 2025 1. -
0-7 Aekabps 2025 r Cankr-ITerepOypr «Aexabprciue seTpesms
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Hatanbs ApkagbeBHa TomunuHa
7 mapta 1938 roga — 17 mions 2025 ropa

17 uronsa 2025 roay ymepaa Hartaaps ApraspeBra Tomuanma. Haraaps ApkaspeBHa OBIAQ HACTOABKO MOIIHOIA,
APKOH M CBOCOOBIYHOM AMYHOCTBIO, YTO OYEHb XOTEAOCH OBI M30€KATh TPAAUIIMOHHBIX AAA HEKPOAOTA CTHAA
u (popmyAarpoBok. MHOTHE, OT3BIBAACH HA cMepTh HaTtaabs ApKaAbeBHBI, TOBOPAT, YTO C HEM YIITAA 2110Xa. A Ha Ca-
MOM AEAE, €€ KH3Hb, B TOM YHCAE H IPO(DECCHOHAABHAA — ITO HE OAHA 3II0XA, 4 HECKOABKO.

Hararmra Tomuamna poanaacs 7 mapra 1938 roaa B MEAMIIMHCKOM ceMbe, M PEOEHKOM IIPOKHAA HECKOABKO AET
B I'epmannm, rae ee orerr mocae oxonvarns I Muposoit BoiHE paboTaA BpadoMm. BropsiM s3eikoM OBIA He-
MEIIKIH, U 3a0€ras BIIEPEA, CKAKEM, YTO AHTAMICKII A3BIK OHA BHIYYHMAA MHOTO AET CIIYCTS, YIIOPHO 3aHHMASAC,
YTOOBI YUTATH MEAUIIHHCKYIO AUTEPATYPY M CBOOOAHO 0OOIIaThes B MeKAyHApOAHOM HEPPOAOIHUECKOM COODIIIE-
cTBe (K 9TOMY aCIEKTy AeATeABHOCTH Haraabn ApkaAbeBHBI MBI eIre 0OpaTumcs). A Terepb BEPHEMCA K ACTCTBY.
ITo BosBparennn B Mocksy cemps moceanaach Ha Cokoae, B AOMe KoorrepaTuBa «MeAK», TAC AKIAN MHOTHE H3-
BECTHBIE MOCKOBCKHE Bpaun. B rieprnoa negaapno saameHnToro «Aeaa Bpadeii», 4yAOBUIIHON KAMITAHUH, Pa3Bep-
mysirerica B saBape 1953 roaa, cpear apecTOBaHHBIX OBIAH B COCEAU ITO AOMY. B BocrioMuHaHIAX AOYEpH OAHOTO
13 APECTOBAHHEIX PO eCcCOPOB-MEAHKOB, OAHOKAaccHUIE Hartammm Tommamnoi, rosopurces, uro «Hararmkay
OBIAQ EAMHCTBEHHOI M3 KAACCA, KTO HE IT00OAACA IIPUXOAUTD K HEH AOMOI ITOCAE IIIKOABI M TIOA BUAOM IIPOCHOBI
IIOMOYb C YPOKAMH, HA CAMOM AEAE AAAA BO3MOKHOCTD HE OTCTATH OT IITKOABHON IPOIPAMMEI B TE VKACHBIE HE-
CKOABKO MECAIICB.

FOmaa Haraawps Apkaspesra TomMuAnHa mocTymmuaa Bo 2-if MOCKOBCKIIT MEAUIIMHCKII nHCTUTYT, 1 B 1961 roay
OKOH4HAA ero ¢ otArgneM. M yixe B 1963 roay mpurmraa B 52-10 MOCKOBCKyIO FOPOACKYIO OOABHHITY, TAC B 1957 roay
oprAn oTkperTe 11epsoie B Mockse n Coserckom Corose Koikm AAf HE(DPOAOTHYIECKUX OOABHBIX H 32TEM CO3-
AaHO rrepBoe Hedporormaeckoe otaeacHre. Hawgaracs ammoxa cranoBAeHns HePOAOIUH KAK CIICIIHAABHOCTH,
n H.A. TomMnAnHa crara OAHEM 13 TIEPBEIX HePPOAOIOB € CTpaHe. BHeApeHne GHOIICHI IOYKH U PA3BUTHE M-
MYHOCYITPECCHBHOI TEPAITNU FTAOMEPYAOHE(DPHTOB — BO MHOTOM €€ 3aCAYTa.
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Hekponor

B 1969 roay Haraapa ApkaAbeBHA BKAIOYHAACH B paOOTY BHOBB co3parnoro otacAenus B HIIM Tpancraantono-
ruu u VckyccrBennsx OpraHoB U cTaAd 3aHEMATBCS IIPOOAEMAME OTTOP/KCHHA TPAHCIIAAHTATA, €€ padOTa BHECAQ
3HAYUTCABHBIN BKAAA B IIOHUMAHNE IIPHPOABL OTTOPKEHUSA I OTPAOOTKH METOAOB ero Aedenus. Hagaaace amoxa
CTAHOBACHHA TPAHCITAQHTAIIMOHHON HE(DPOAOTHH.

B 1993 roay nmo nnunmarmse Hataabn ApkaabeBHbI ObIA cO3AaH MOCKOBCKUE HEPPOAOIMUECKHIT LIEHTP, B KO-
TOPOM OTKPHIAOCH ITEPBOE B CTPAHE OTACACHHE HE(PPOAOTHYECKOH PEAHMMAITNH, HAYAAACh 3110Xa MHTEHCHBHOMN
Teparmu B HeOPOAOTHN.

B 1994 roay H.A. Tomuamna crasa raasasiv Hedpoaorom AerrapramenTa 3ApaBoOXpaHeHns I. MOCKBEI U CBITpaAa
BEAYIIYEO POAB B CO3AAHUH M PA3BHTHHU IPOIPAMMEI IIEPUTOHEAABHOTO AMAAN3A U PACIIUPEHIN CAY/KOBI TEMOAH-
aan3a. Hauaaace armoxa OypHOTO pasBUTHSs AMAAUSHOM CAYKOBL.

B 1998 roay 6e1r0 cozpano Poccuiickoe amasusuoe obmecrso, H.A. ToMuAIHA CTaAa €ro IIEPBBIM IIPEACEAATE-
Aem. Hawanach amoxa akTMBHOIO MEKAYHAPOAHOTO COTPYAHHYECTBA U IIPOBEACHUA KOH(EPEHIIUI C y9acTHEM
BEAVIIHX HE(PPOAOTOB MHpA.

W emme ypraa «Hedbpoaorns n Amasusy, u erte «PerucTp marnneHToB Ha 3aMECTUTEABHOM OYECIHON TEPAITHI,
ycrenrHo padoramuil 6e3 masoro 25 aer, u emre kadeapa Hedbpoaorun... M Beeraa marueHTsr, KypCaHTEL, Op-
AMHATOPBI, ACITUPAHTEL, OOXOABI, KOHCYyAbTaIuH, cTatbu. Hartaapa ApkaspeBHa IIpOAOAKAAL PAbOTATH OYKBAABHO
AO TTOCAGAHUX MECAIIEB U AZKE AHEH ku3Hu. V1 BCIO KM3HB OHA OCTABAAACH TAKOM K€ OTBAKHOM, KAKOM ObIA2
C ACTCTBA.

Xouercs BCpI/ITb, 9TO BCE 9TO HE YIIAO 1 HE yfIAeT, 6YA€T HpOAOA}KaTbCH, KaK 1 HaIia 6AaI‘OA2lpHaH ITaMATbD.

Omr auya scex: 1eghponozos Poccuy 3mo manoe npurnomerise namamu 60161020 Hes106exa 10360110 cebe n00nucams 4,
npedcedamens Poccutickozo duanusnozo obmecmsa E.B. 3axaposa
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Cnncok cokpalueHui

AAB - AHLIA-accounmnpoBaHHbIN BaCKynuT
AKP - AmepurKaHCKas Konnernsa peBmaTonoros

AHTU-BMK-60ne3Hb — 60ne3Hb, 00ycnoBneHHass aHTUTelaMu
kK BMK

AHUA - aHTuTeNa K unuTtonnasme HenTpodunos
AHUA-TH - AHLA-accounmpoBaHHbIii FoMepynoHebput

ADC-Hedponatva — HedpponaTna, acCoLMNPOBAHHAA C aHTW-
dochonunuaHbIM CMHAPOMOM

BM - 6a3anbHas membpaHa

BMK - 6a3anbHasa membpaHa Kiybouka

BIMHC - 6bicTponporpeccupyownii HeGprUTUYECKUI CUHAPOM
B/B — BHyTpMBEHHO

BAIM - BepxHMe fbixaTesibHble MyTH

BT20 - BeHO3Hble TPOMOOIMOONNYECKME OCTIOKHEHNA
[TIA - rpaHynemaTos C NosIMaHrMMTom

JAK - ondodysHoe anbBeonapHoe KpoBoTeUeHue

[ - poBeputenbHbIN NHTEPBanN

30T - 3amecTnTeNbHasA NoYeYHasa Tepanua

NOA — nmmyHOpepMeHTHbIN aHanm3

KT - komnbloTepHas Tomorpadusi

MA - meTa-aHanu3

MIA — MUKPOCKONMYECKMI NOANAHTANT

MMO - mnenonepokcngasa

MMO-AHUA - aHntutena k mmenonepokcmpase (AHLUA kK mu-
enonepokcmpase) (HammeHoBaHue ycnyrm cornacHo [pu-
ka3y MwuH3gpaBa Poccum ot 13.10.2017 N2804H: «Onpepgene-
Hne mapkepoB ANCA-accoummpoBaHHbIX BackynuTos: PR3
(c-ANCA), MMNO (p-ANCA)»)

OP — oTHOCUTENbHbIN PUCK

nAHLA (pANCA) - nepuHykneapHble AHLIA (HaumeHoBaHue
ycnyru cornacHo lNpukasy MuHsgpasa Poccun ot 13.10.2017
Ne804H: «OnpepeneHve mapkepos ANCA-accounMnMpoOBaHHbIX
BackynutoB: PR3 (c-ANCA), MIMO (p-ANCA)»)
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Mp3 - npoTtenHasa-3

Mp3-AHUA - aHtTutena Kk npotenHase-3 (AHUA K npoTtenHa-
3e-3) (HammeHoBaHue ycnyru cornacHo lMpukasy MwuH3gpa-
Ba Poccun ot 13.10.2017 N2804H: «OnpepeneHne mMapkepos
ANCA-accouymmpoBaHHbix BackynutoB: PR3 (c-ANCA), MIO
(p-ANCA)»)

PKW - paHpommnsrpoBaHHOe KNMHNYeCcKoe nccneaoBaHme
PHN® - peakumna HenpAaMon nmmyHodnoopecLeHLnn
C3I1 - cBexe3aMopOoXKeHHas nnasma

CKO - ckopocTb KnyboukoBo dpunbtpaumm (pacyetHan CKO -
pCKOD)

CO3 - cKkopoCTb OCEfAHNA SPUTPOLINTOB

C-Pb - C-peakTunBHbI 6enoK

TIMH - TepMnHanbHaa NoYeyHaa HeLOCTaTOYHOCTb
XBIM - xpoHuyeckas 6ose3Hb Noyek

uMHUA (cANCA) - untonnasmatmyeckne AHUA (HavmeHoBaHMe
ycnyrn cornacHo lNpukasy Munsgpasa Poccum ot 13.10.2017
N°804H: «OnpeneneHne mapkepos ANCA-accoLMMpOBaHHbIX
BackynutoB: PR3 (c-ANCA), MIMO (p-ANCA)»)

SIMIA - 303UHOGUNBHBIN rPaHyNemMaTos C NONAHIIMTOM

BVAS — BUpMUHreMCKNA NHAEKC akTUBHOCTW BackynuTa (Bir-
mingham Vasculitis Activity Score)

EUVAS - EBponeiickan rpynna no nsyyeHuio Backynuros (Euro-
pean Vasculitis Study Group)

Ig - “MMyHOTNOOYNINHBI

VDI - nHpekc nospexaeHnsa npu sackynute (Vasculitis Damage
Index)

** _ KM3HEHHO HEeOBXOANMbIE 1 BaXKHENLWMNE IeKapCTBEHHbIE
npenaparbl

# — npenapar, NpUMeHsALWMINCA 6e3 COOTBETCTBYA C MOKasa-
HUAMM K MPUMEHEHUIO U MPOTMBOMOKAa3aHWAMY, crocoba-
MU MPVIMEHEHVS U [03aMK1, COAEPXKALUMMUCA B NHCTPYKLUM
Mo NPVIMEHEHMIO JIeKapCTBEHHOTO npenapata (opd-neindn)



HPOGKT MHULMATUBHBIX KMUHUYECKMX peKOMeHJJ,GLlMﬁ N0 AMATHOCTUKE U NEYEHMIO NOPAXEHNSA NOYEK NPK AHLLA-OCCOLIMMPOBGHHI:IX BACKYNMTOX

TepMuHbl M onpeneneHus

AkmugHocme AAB — kanHmgeckue 1 MOpdOAOrHIde-
CKHE ITPU3HAKH, YKA3BIBAIOIIIHE HA TEKYIIIEE BOCITAACHHE
MHKPOCOCYAOB B ITOYKAX HAM APYTHX OPraHax.

AHLJA-accoyuuposarHbiti sackynum (AAB) — rpyrma cu-
CTEMHBIX Ay TOUMMYHHBIX 3a00AEBAHMIA, XaPAKTEPUIYIO-
IIUXCA XPOHMYECKIM OAUTOMMMYHHBIM BOCITAACHUICM
MEAKHX COCYAOB PA3AMYIHOHN AOKAAHU3ALIIH, TOAUMOP(-
HOI KAMHHIYECKOH KAPTUHOMN C 9aCTBHIM BOBACUEHUEM
ACTKHX H IIOYEK U HAAMYHEM HUPKYAUPYIOMIUX ayTO-
AHTUTEA K IINTOIIAA3ME HEHTPOPHAOB.

AHmMumena k yumonsnasme Hetimpocgusnos (AHLIA) — ce-
MEICTBO aHTUTEA, PEATHPYIOIINX C PASAHMYHBIME KOM-
IIOHEHTAMHM HCpBI/I"IHbIX rpaHyA ITUTOIIAA3MbI HCI/ITpO—
¢uros. Poas B marorenese AAB aAokasaHa AAfA ABYX
tros AHITA —arrurea k mporennase-3 (Ip3-AHLIA)
u aHTHTeA K Muesonepokcuaase (MITO-AHLIA).

AHLA-accoyuupogaHHeili 2nnomepynoHegppum (AHLJA-
H) — OAUTOMMMYHHBIN (pOKaAbHHf/'I U CETMCHTAPHBIM
mexporusupyromuil ['H, kotopsrit MoxKeT pasBuBaThHCA
OAHOBPEMEHHO C APYTHMH CHCTEMHBIMU ITPOABACHH-
avu AAB, nan B msoauposanuo# gopme. B ocrose
AHIIA-TH AexnT HEKpOTU3UPYIONIHE BACKYAUT Ka-
IIHIAASPOB KAYOOUKA, aCCOIMUPOBAHHBIN C HAAMYHEM
nupkyaupyrormux AHITA.

AHLIA-He2zamugHbIl AAB — BapuaHT BACKYAHTA, IIPU
KOTOPOM Y HanuenTos ¢ xapakrepasiMu AAd AHITA-
4CCOILMUPOBAHHOIO IIOPAKEHUEM COCYAOB, KAUHU-
YECKHMH ITPOABACHUAMU M MOPEMOAOIHIECKOI Kap-
tuHON He yAaaercs BeiaBuTh AHIIA cramaapraeiMu
METOAAMH.

bupmuneemckuti uHOexkc akmugHocmu sackynuma (BVAS,
Birmingham Vasculitis Activity Score) — MeTOA KOAUYIECTBECH-
nou onenku aktusnoctu AAB, ocHoBanHbIN Ha aHa-
Anse 00 KAMHIYECKHX H AaDOPATOPHEIX IIPOABACHUI
AAB, pasaeaeHHBIX Ha 9 IPYIII B COOTBETCTBUU C BO-
BACYCHHIEM PA3ANIHBIX OPIAHOB U CHCTEM.

Beicmponpoepeccupyrowuti enomepynoHegpum (cuHo-
HuM 6eicmponpozpeccupytouuli Hegppumuyeckuti CUHOpOM) —
KAIHHYCCKHH BAPUAHT BOCIIAACHUSA KAYOOYIKOB, XapaK-
TEPUBYIOIIHIICA OBICTPBIM CHIKCHUEM (DYHKIINH IIOYEK
(HapacTaHueM YPOBHA KPEATHHHIHA CBIBOPOTKH KPOBU
B 2 pasa nAu OoAbIne 3a =3 Mec.) Ha POHE HEPCHCTH-
PYIOIIEH IPOTEMHYPHUN U TEMATYPHUH, KaK IIPABHAO,
B COYCTAHUM C APTEPHAABHOI TMIIEPTCH3UCH 1/ HAH
OTCKAMI.

[unozammaznobynuHeMus — KAUHHYECKA 3HAYUMOE
CHIDKCHUE YPOBHA UMMyHOrAOOyAuHA G B CBIBOPOTKE
KPOBH, KOTOPOE MOZKET OBITH OOYCAOBACHO HEKEAATEAD-
HBIMU SBACHUSAMH HMMYHOCYIIPECCUBHOM TEPAIINH, IIH-
TOTOKCHYECKUMU IIPEITAPATAMI M ACCOLUIPOBAHO C BHI-
COKHM PHCKOM Pa3BUTHA HH(EKITMOHHBIX OCAOKHEHHIH.

Ipanynemamos ¢ nonuaHeuumom (IMA) — HO30AOTHTTUE-
ckas popma AAB, AAfl KOTOPOIT XapaKTepHO COUeTAHIE
IPAHYAEMATO3HOTO BOCITAACHUA C IIOPAKEHUEM BEPXHIX
U HIZKHHX OTACAOB ABIXATCABHBIX IIyTel H HEKPOTU3HU-
PYFOILIETO BACKYAHTA C IIPEUMYIIIECTBEHHBIM BOBAEYE-

HIEM MEAKHX COCYAOB (KAIIHAASAPBI, BEHYAEL), PEKe —
COCYAOB CPEAHETO AUAMETPA.

[mokokopmMuKouObl — CHHTETHIECKUE AHAAOTH CTEPO-
HAHBIX TOPMOHOB KOPBI HAAIIOYEUHHKOB, HCIIOAB3YEMBIC
AAfL TIPOBEACHHA HIMMYHOCYIIPECCHBHOMI TEPAITHH.

Hugppy3Heili cepnosudHeili 2nomepynoHegppum — cu-
HOHHM TAOMEPYAOHEMPUTA € TIOAYAYVHHAMU HAU 9KC-
TPAKAITMAAAPHOTO IAOMEPYAOHEPHUTA, OYATOBOIO
HEKPOTH3HUPYIOIIETO BOCIAACHUSA KAYOOUKOB (TEPMUH
BO3HHK BCAGACTBHE HETOYHOIO IIEPEBOAA HA PYCCKHM
MexayrapoaHoOil KAaccudukanun 6oAesnei 10-ro
LIepecMOTpa).

MmmyHocynpeccusHas mepanus — KOMIIACKCHOC AC-
YeHUe, HAIIPABACHHOE Ha IIOAABACHIE HEKEAATCABHBIX
HIMMYHHBIX PEAKITHH OpraHu3Ma.

WHoekc nospexdeHus npu gackynume (VDI, Vasculitis
Damage Index) — MeTOA KOAMYIECTBEHHOM OIICHKH Ad-
ACKO 3aIIICAIITHX HCO6paTI/IMbIX I/I3M€HCHI/II>‘I OpFaHOB
U CHCTEM BCACACTBHE repeHeceHHOro AAB u Hexena-
TEABHBIX ABACHHII IMMYHOCYIIPECCHBHOM TEPAIIHH, OC-
HOBAHHEIN Ha aHAAU3E 04 IIPOABAECHHI, OTPAAKAFOIINIX
BoBAcuenwre 11 opranoB u cucrem.

MHoykyus pemuccuu — IepBas CTaAMA IMMYHOCYIIPEC-
CHBHOH TEPAIIHH, LIEABIO KOTOPOH fABAACTCA OBICTPOE
ITOAABACHHE AKTHBHOCTH HMMYHHOI'O BOCIIAACHUSA
1 KAUHHYECKUX ITPOABACHHI 3a00AEBAHUA.

MukogpeHonama mopemun** — CHHTETUIECKUT TTH-
TOCTATHYECKHI IIPENapat, NHIHOUTOP MHO3HMHMOHO-
docdaraernAporeHassr, MEXaHH3M ACHCTBHS KOTOPOIO
CBA32H C IIOAABACHUEM CHHTE3a HYKACOTHAOB (IyaHO-
3UH) U, KAK CAEACTBHE, TOPMOKEHUEM IIPOAHQEPAITIH
AMOLUTOB.

Muxkpockonuyeckuti nonuaHeuum (MIA) — HO30AOTITHE-
cxat popma AAB, AAS KOTOPOIL XapaKTEPHO PasBUTHE
HEKPOTU3HPYIOIIEIO OAUTOMMMYHHOI'O BACKYAHTA, ITpE-
HMYINECTBEHHO MEAKHX COCYAOB O€3 pasBuUTHA TPaHy-
AEMATO3HOIO BOCIAACHHSA, OPOHXHAABHOHN aCTMBL HAL
203MHO(MDUANN.

O6ocmpeHue (peyudus) 3a60/1e8aHUA — HapaCTaAHHE
AKTHBHOCTH KAHHHYECKuX mposasieHuit AAB mocae
AOCTIKEHHA PEMUCCHH, TPEOYIOIIEE YCHACHHA HMMY-
HOCYIIPECCUBHOI TEPAILHHL

[ModdepxaHue pemuccuu — Bropas dhaza HMMyHOCY-
IIPECCUBHOM TePAIIHH, HAIIPABACHHAA Ha IIPEAOTBPA-
nieHue 00OCTpeHuH 3a00AeBaAHUAL

Pemuccus AAB — oTCyTCTBHME KAMHHUYECKUX IIPH-
3HAKOB AKTHBHOCTH 3a00AEBAHNS (3HAYCHHE HHACKCA
BVAS v.3 = 0; npu onenxe maaexca BVAS B anaamuke
HE VIUTHIBAIOT IIPOSIBACHUSA, KOTOPBIEC COXPAHAIOTCA
6oAee 3 Mec. I BRIPAKEHHOCTh KOTOPHIX HE HAPACTACT —
oM. «[Ipmaomenne I'» m.1).

Pemuccus AHUA-TH— cTabuABHBIC HAU YAYYIIHBIITH-
ecsl B CpABHEHHH C MCXOAHBIMU 3HAYCHUA KPEATHHIHA
n CK® npwu perpecce rematypun (COXpaHAOIIAACA
LIPOTECHHYPHA U TEMATYPHUA AO 5 KACTOK B ITOAE 3PECHUA
MOTYT OTPaKaTh PA3BUTHE IMOCTBOCITAAUTEABHOIO TAO-
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MEPYAOCKAEPO3a 1 aTPOHN KAHAABIIEB U HE IIPOTHBO-
peJaT ANarHo3y peMHUCCHH).

Pumykcumab** — MOHOKAOHAABHOE AHTUTEAO, Ha-
npasaennoe uporus CD20 perenrropos B-aumdo-
IIUTOB.

Tpom6omuyeckas MUKpoaHauonamus — KAMHHKO-
MOP(MOAOTUYECKHI CHHAPOM, XapaKTEPU3YIOIIUICA
IIOPAKEHNEM COCYAOB MUKPOIIMPKYAATOPHOIO PYCAQ,
B OCHOBE KOTOPOTO ACKHT ITOBPEKACHHE dHAOTEAHSA
C IIOCACAYIOIIIIM TPOMOOOOPA3OBAHIEM.

H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Luknogpocghamud** — cUHTETUYIECKUI TIUTOCTATHYC-
CKHIT IIPEHapaT aAKHAHPYIOIIEIO ACHCTBHSA, ITOAABAA-
romui npoandepanuio AnMGOLIUTOB.

J03UHOUBHBIU 2paHynemMamos ¢ NOAUAH2UUMOM
(3IMA) — nosonormgeckas dpopma AAB, Ard koTOpOI
XaPAKTEPHO COYETAHUE Y03HHO(PUABPHOIO H HEKPOTHU-
3UPYIOIIErO TPAHYAEMATO3HOIO BOCIIAACHHSA C YACTBIM
ITOPAKEHUEM OPIaHOB ABIXAHUA, HEKPOTH3UPYIOIIETO
BACKYANTA, IIPEUMYILECTBEHHO, MEAKHX COCYAOB (KAITHA-
ASIPBI, BEHYABIL), OPOHXHAABHOH ACTMBI H 903HHO(DUAHIH.

1. Kpatkas nHdopmaums no 3a601eBAHUIO UM COCTOSIHUIO
(rpynne saboneeaHmit unu cocTosiHMiA)

1.1 OnpepeneHvie 3a60neBaHNSA NN COCTOAHUA
(rpynnbi 3a6oneBaHUn UNu COCTOAHNIA)

AHIIA-accorrmpoannbie BackyanTsl (AAB) —ato
IPYIIIAa CUCTEMHBIX ayTOMMMYHHBIX 3a00ACBAHUI, Xa-
PAKTEPHU3YIOIINXCA Pa3BUTHEM HEKPOTH3HPYIOIIETO
OAHTOMMMYHHOTIO (0€3 OTAOKEHHS HMMYHHBIX ACIIO-
3UTOB HAU C OTAOKEHHEM HEOOABIIIOTO FX KOAMYCCTBA)
BOCITAACHHA CTEHOK IIPEMMYIIIECTBEHHO MEAKUX COCY-
AOB (KAITHAASIPEL, BEHYABL, APTEPHOABL, MEAKHE APTEPHN)
1 ACCOIMUPOBAHHBIX C HAAMYUEM IHUPKYAUPYIOIIHX
AHTUTEA K 9H3UMAM IIUTOIIAA3MBI HEHTPOUAOB — MH-
enrorepokcnpase (MITO-AHIIA) uau nporennase-3
(IIp3-AHLIA) [1].

AHITA-acconnupoBauHeil raomepyronedpuT
(AHUA-T'H) — tammanoe aast AAB oanronvmvyrnOE
doxaspHOE AT A PY3HOE BOCITAAEHHE KAITHAAIPOB
KAYOOYKOB, aCCOLIMUPOBAHHOE C HAAMYUEM LIIPKYAH-
pyrorux MITO-AHIIA wuan [Tp3-AHIIA u passusa-
IOIIeecs OAHOBPEMEHHO C APYTHMHE CHCTEMHBIME IIPO-
apaeHnsMu AAB nan nzoAuposaHHO.

1.2 3TnonoruA v natoreHes 3aboneBaHna Unn
coCToAHUSA (rpynnbl 3a601eBaHUMN UAN COCTOAHMIA)
Oruosorus AAB A0 HacTOAIIErO BpeMEHN HEH3-
BeCTHA. Pe3yABTATHI ABYX KPYIIHBIX ITOAHOICHOMHBIX
HCCACAOBAHUI YKA3BIBAIOT HA TEHETUIECKYIO IIPEAPAC-
IIOAOKEHHOCTD K O0oAesHn. Pazanmgnsie hopmsr AAB
4CCOIIMUPOBAHEI C OAHOHYKACOTHAHBIMU IIOANMOP-
HBIMH BAPHAHTAME OIIPECACACHHBIX ICHOB: IPAHYACMATO3
¢ noanauranToM (ITIA) — ¢ moanmopdHbIMT Bapras-
Tamu reHoB, koanpyronmx asreab HLA-DPB1 raas-
HOTO KoMmiraekca rucrocomectumocty, I[1p3 (PRTN3)
u ee uaruouTop ol-anturpuncun (SERPINAT); Ba-
ckyAnT, accormuposannbiii ¢ [1p3-AHIIA — ¢ Bapuan-
tamu reaoB PRTN3 u SERPINAT; Muxkpockormaeckuit
noamaurunt (MITA) i BacKyART, aCCOITMUPOBAHHBIH
¢ MITO-AHIIA, — ¢ Hocureasctsom HLA-DQ [2,3].
[TyckoBbiMu pakropamu (TpUIrepaMu) MOTYT OBITH
pasAmdHbIEe NHMEKIINH, B T.9. BBI3BAHHBIE 30 AOTHCTHIM
cTaIAOKOKKOM, ACKAPCTBEHHBIC IIPEIIapaThl (IICHMU-
IIIAAAMIEY*, AeBAMH30A*F I Ap.), 2 TaKike (PaAKTOPHI
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BHEIITHEI CPEABI, B YACTHOCTH, KOHTAKT C KPEMHHEM
[4-7].

Poap AHITA B martorenese AAB m AHIIA-I'H ao-
Ka3aHa B OKCIIEPUMEHTAX /7 Vifr0, HA MBIIIIMHBIX MOAE-
AfIX CHCTEMHOTO BACKYAHTA, 4CCOLIMHUPOBAHHOIO C Ha-
amarem MITO-AHIIA, a B kAnHIYECKOH IIPaKTHKE
IIOATBEPKAACTCA HAOAIOACHUAMH HOBOPOKACHHBIX
C TIOYEYHO-AECTOYHBIM CHHAPOMOM, KOTOPBIH Pa3BHACH
B PE3YABTATE TPAHCIIAAIIEHTAPHON IIEPEAAYH AHTH-
TEA OT MaTepU € aKTUBHBIM BackyauToM [8-10]. Kpome
TOTO, OITMCAHA B3AUMOCBA3b MEKAY IIOBBIIIIEHUEM THTPA
AHIIA B KpOBI 1 ITOBBIIIICHHBIM PHCKOM PAa3BHTHSA Pe-
1uAnBa 3aboAesanms [11].

Ha mawaapnOM arane matorenesa AAB mpoucxo-
AUT IPAAMHEHT HEHTPOMDHAOB (yCHACHHE CIIOCOOHO-
CTH HEHTPOUAOB OTBEUATh HA AKTUBHPYIOIIUE CTH-
MYABI) C yIACTHEM IIPOBOCHAAUTEABHBIX I[HTOKHHOB,
B peayaprare MI1O u I1p-3 skcripeccupyrorcs Ha 1mo-
BEPXHOCTH KACTOK H CTAaHOBATCA ayroanTureHamu [12].
ITocae B3anmMoAeHCTBHA TPANMIPOBAHHBIX HEHTPO-
uaros ¢ axruBuposanubiM supoteanem AHIIA cpa-
3BIBAIOTCA € HeHTpoduaaMu u akTUBHPYIOT ux [13].
AKTHBHPOBAHHBIE HEUTPO(UABI ITOBPEKAAIOT CTCHKY
KAITMAAAPA BCAGACTBHE OKHCAHTEABHOTO B3PHIBA H BbI-
CBODOKAECHUSA IIPOTEOAUTHIECKIX (DEPMEHTOB IIyTEM
AETPaHyAAIIH U (POPMUPYIOT HH(PUABTPAT B HHTEP-
cruruu [14]. HaOyxamue 1 HEKpO3 KACTOK SHAOTEAHS
IIPUBOAAT K €I0 OTCAOINKE OT 6A3aABHOI MEMOPAHH,
9TO, B CBOIO OYEPEAD, BBI3BIBACT TPOMOO3 KAITHAAAPOB
1 POPMHPOBAHHE CEIMEHTAPHOIO HEKPO3a KAYOOUKA.
B pesyaprare HEKpO3a CTEHKH KAIIMAAApPA M €IO Pa3-
PBIBA ITPOUCXOAUT OOPA3OBAHNE KACTOYHBIX ITOAYAYHII
U3 SIINTEAHAABHBIX KACTOK KallCyAsl boymera 1 MoHO-
irroB — tanpasoro npusHaka AHLIA-T'H. Cyrmecrsen-
HyIO poAb B matorerese AAB urpaer popmuposanne
AKTUBUPOBAHHBIMH HEHTPODPHAAMU IKCTPAIIEAAFOAAD-
ueix AoByriek (NETS), coaeprkaliiux B cBoeM cocTase
ayroarturesst: [1p-3 u MITO, kotopsie 0OHapyKUBaIOT
B TKann nouku marentos ¢ AHIIA-T'H [15].

Braaa B mospexaenue snpoteand npua AAB Brocn
AKTHBAIINA CHCTEMBI KOMIIAGMEHTA 10 AABTEPHATUBHOMY
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IIyTH, KOTOPAs MOKET IIPUBOAUTD K AOIOAHUTEABHOMY
HOBPEKACHUIO 9HAOTEAHOIIITOB TEPMIHAABHBIM KOM-
naekcom C5b-9. V manmenTos ¢ akrusasim AHILIA-T'H
BeABAAIOT oTAOKeHne C3d, C4d u C5b-9 xommo-
HEHTOB KOMITAGMEHTA B TKAHW TIOYKH, 2 TAKKE DOAee
BBICOKOE, YEM Y ITAIIMEHTOB B PEMUCCHE COACPIKAHIE
C3a, C5b-9 u Bb B maasme u C5a B moue [16-18]. Cy-
IIIECTBEHHYIO POAD B ITATOICHE3E UTPACT CTUMYAALIHSA
XeMOTAKCHCA 1 IpaiiMuara Heidrpoduaos Cha kom-
IIOHEHTOM KOMITAEMEHTA, YTO ITOATBEPKAACT BEICOKAS
3 eKTHBHOCTD IpUMEHEHHA ero HHruouTopos Cha
KOMITOHCHTA § IAIIMCHTOB C AKTHBHBIM BACKYAHTOM
[19].

Passuruio AAB cmocoOcrByer HapyIieHne pery-
asirp T-KACTOYHOTO MMMYHHTETA, B 9aCTHOCTH, AUC-
yHKIUA peryAITOpHHX T-ANM@OIUTOB, IPUBOAL-
mas k ux anddepennmarnnn B Th17, npeobrasanne
T-xeanepos 1 Tuma, a TakiKe CHHKEHHE BRPAOOTKU
nurepaeriknna-10 20, 21].

Takmm obpazom, AAB ABAAETCA 2y TOMMMYHHBIM 32-
HoAeBarHmEM, OOYCAOBACHHBIM HAPYILICHHEM (DYHKIIIO-
HHUPOBAHHA KaK BPOKACHHOTO, TAK U IIPHOOPETEHHOTO
HIMMYHUTETA, OCHOBHON MHIIICHBEO KOTOPOTO SBASETCA
SHAOTEAUH MUKPOCOCYAOB.

1.3 Snugemunonorus 3aboneBaHusA NN COCTOAHUA
(rpynnbl 3a6oneBaHMii NN COCTOAHNIA)

AAB sBasrorca peakum 3aboaeBannemM. 3aboae-
BAEMOCTb B MHpe cocraBafeT 1,2-3,3 HOBBIX CAyYaeB
na 100000 B roa, pacrpoctpaneHHOCTS — OT 4,6 A0 42,1
ma 100000 maceaerus [22, 23]. 3aboaeBaeMOCTh 1 pac-
IIPOCTPAHEHHOCTD B POCCHI HEM3BECTHBL

AOAS AKEHITINH H My/KIHH CPEAN 3200AEBIINX COIIO-
CTABUMA, ITO AAHHBIM OIIyOANKOBAHHBIX OTCYCCTBEHHBIX
paboT cpeAn POCCHICKUX ITAIIMEHTOB HE3HAYNTEABHO
mpeoOaaaaroT xermuasr (~1,5:1) [24, 25].

[Tuk 3aboaeBaemoctu o AauHbIM EBpomerickoit
rpymsr 1o usygenuro sackyauros (EUVAS), npuxo-
AmTcs Ha Bospact 65-75 aer [26]. CpeaHuit Bospact
3200AEBINNX, 10 AAHHBIM OTE€YECTBEHHBIX PadoT, CO-

Ta6bnuua 1 | KoguposaHue AHLIA-TH no MKB-10

craBager oT 43 Ao 56 aer. B orevectBeHHOM HCCACAO-
BaHHM ¢ yaactuem 115 marmenTos ¢ MopdoAormaecku
BepudumuposanusiM AHITA-I'H Bospact B 40% mpe-
seirraA 60 aer [25].

1.4 OcobeHHOCTU KoanpoBaHUsA 3aboneBaHuA
nnn coCctoAHnA (rpynnbl 3aboneBaHui unn
coctosHuIN) o MexKgyHapoaHOW CTaTUCTMYECKON
KnaccuduKaumm 6onesHein n Nnpobsiem, CBA3AHHbIX
COo 3q0poBbem

AHIA-T'H orrocsres k rpyrme N08.5* — I'aomepy-
ASIPHBIE TIOPAKEHHSA ITPU CUCTEMHBIX OOAE3HAX COCAU-
HHUTEAPHOH TKAHI, KOTOPBIE AaAee CAeAyeT Auddepen-
LIIPOBATD KaK:

M31.3 — I'panyaemaros Berenepa

M31.7 — MUKPOCKOIIUYECKUH ITOAHAHTIIT

M30.1 — IToanaprepuut ¢ HOPAKEHUEM ACTKHX

[Uepaxa-Crpocc]

B Tabamnme 1 nmpeacTaBA€HBI BO3MOKHBIEC BAPUAHTHL
koauposarna AHIIA-I'H ma ocroBanum mpeobaaaaro-
IIUX KAHHIYECKUX I MOP(POAOIUYECKUX IIPOABACHUI.

AOIIOAHHTEABHBIE KOABI AASl OITHCAHHSA HAPYIICHUI
dyHKIIH TOYeK:

o Aas 000O3HAYECHHA OCTPOH AUCHYHKIIHH IIOYEK
caeayer mpumensats koAt MKB N17.0/N17.1/
N17.2/N17.8/N17.9. Aasi cAydaeB HapyluieHus
(PYHKIIHH TOYEK HEN3BECTHOMN AABHOCTH HCIIOAB-
3yror koA N19.

o AHIIA-T'H siBAsleTCA XDOHHYECKUM ITOBPEKACHUECM
[TOYKH, IIO9TOMY BCE CAYYIaM 9TOrO 3a00ACBAHISA
AOAYKHBL OBITh KAACCH(DHIITPOBAHBI B COOTBETCTBII
C PEKOMEHAALIUAME II0 XPOHHYECKOH OOAE3HHI
rouex (XBIT) [27].

o Aas obosnauenus craauit XBIT caeayer ucrroarsso-
BaTh KOABI N18.1-N18.5 (taba. 2), a pacuer ckopoctn
kayOoukoBoii puaptpanuu (CKP) HeoOx0AIMO BEI-
moAHATh 110 popmyae CKD-EPI B crrenmaapabix
KAABKYAATOPAX Ha OCHOBAHNH KOHIIEHTPAIIN KPea-
THHUHA B CBIBOPOTKE KPOBH, ITI0AQ, BO3PACTA U PACHI
ITAITIEHTA.

KnnHunyeckune npoAefeHnA

Mopdonoruueckne npossneHns

Kog MKB-10 Kog MKB-10

(oTmMeTUTb fOMUHMPpYIOLYIO dopMy) (oTMeTNTb fOMUHMPYIOLLYIO popmy)
W20nMpoBaHHaA MPOTeMHYPHA NO6 Onddy3HbIN Me3aHrManbHbli TponndepaTrBHbIN 3

rnomepynoHepput
Peunpmsupytowan n yctonumsasa rematypus NO2 fuddysHoii SHAOKANMANAPHEIA 4

HUANBIPYIo Y yp nponvdepaTUBHbI romepynoHedput ’

OcTpbit HeGPUTUYECKUIA CUHAPOM NOO DKCTpaKanuInApHBbIA rnomepynoHedpuT 7
BbicTponporpeccupytownii HebpuTUIecKnin NO1 [ipyrue nponndepaTieHble M3MeHeH!A
CMHAPOM (MponudepaTnBHbIi FMoMepynoHedpuUT 8
XPOHMYECKNI HePPUTUYECKUI CUHLPOM NO3 6e3A0MONHITENbHbBIX YTOUHEHNIA)

OyaroBble 1 CErMEHTapHble roMepYApPHble
T NO4 HapyLeHna (OYaroBblii 1 CerMEHTapHbI F

(rmanuHo3/cKnepos) 1y o4arosbii
rnomepynoHedpuT)

Hedponorua n guanus - T. 27, N2 2 2025 121



H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Ta6nuua 2 | Knaccudurkaumsa cragmii XBIM no yposHio CKD n cootBeTcTBrE KOoAaMpoBKe MKB-10) [27]

O603HaueHue ctagui XbI YpoBeHb CK®, mn/mun/1,73 m? Koa MKB-10* HasBaHne

C1 >90 N18.1 XpoHunuyeckas 605e3Hb noyek, ctagus 1
C2 60-89 N18.2 XpoHunyeckas 6051e€3Hb Noyek, ctagua 2
C3a 45-59

N18.3 XpoHunyeckasn 6one3Hb noyek, ctagmsa 3
C36 30-44
Cc4 15-29 N18.4 XpoHunyeckasn 6onesHb noyek, ctagua 4
c5 <15 N18.5 XpoHunyeckasn 605e3Hb noyek, ctagma 5

Mpumeyarue: * — kopom N18.9 0603HauatoTcs cnydan XBI ¢ HeyTOUHEHHOW CTaanen.

1.5 Knaccndumkauma 3aboneBaHnsa uam COCTOAHUA
(rpynnbi 3a6oneBaHNin UNM COCTOAHNMIA)

B cootBeTcTBUH € OIPEACACHHEM COTAACHTEABHBIN
koudepennnn B Yarrea-Xuaa 8 2012 r. k rpymre AAB
oruocar I'TIA, MITA, so3uroduABHEIT TpaHyAEMATO3
¢ moananruurom (DITIA) u AAB ¢ usoanposanHbIM
HOPAKEHUEM ITOYCK, KOTOPBIC OTANYAIOTCA KAMHIYC-
CKUMH IIPOSBACHUAMU U IIPEOOAAAAIOLIIM CEPOTHIIOM
AHIIA (raba. 3) [1]. C 2012 r HE pekomeHAyeTCA HC-
IIOAB30BATH SIIOHUMEI «IPaHyAeMaTO3 Beremepa» Aas
I'TIA u «cuapApom Yepama-Crpocer aaa DITIA.

1.6 KnuHnueckasa KapTuHa 3aboneBaHusA unm
COCTOAHUA (rpynnbl 3a6051€BaHNI W COCTOSIHWIA)
FAOMepyAOHCq)pI/IT MOXKET paSBI/IBaTbCH HpI/I BCEX
HO30OAOTHUYECKUX (pOpMaX AAB BMECTE C SKCTpﬂpCHaAb-
HBIMH IIPOABACHUAME HAH M30AHPOBaHHO. Jacrora
BoBAeueHusA 1mogek cocraBasger 20-40% mpu OITIA,
60-80% mpu I'TIA u 95-100% mpu MITA (taba. 3).
CHeKTp BO3MOKHBIX KAMHUYCCKUX HpOﬂBAeHHI:I nopa—
JKEHUA ITOYECK BKAOYACT:
= OBICTPOIPOTPECCUPYIOIIHI IAOMEPYAOHEDPHUT
(FranboAee THUIIIYHBIN BAPUAHT TCUCHIS);

Ta6nuua 3 | Hosonoruueckue ¢popmbl AAB

= OCTpBIA HePPUTUICCKUN CHHAPOM (HaHOOAEE TH-
IIIYHBIN BAPHAHT ACOIOTA);

= OECCUMIITOMHYIO IIPOTENHYPHIO U IFeMATYPHIO;

= MaKpOIreMaTypHuIO (PEAKO);

= HePOTHICCKUI CHHAPOM (PEAKO).

Dxcrpapenasbnbie mpossaeHns AAB MoryT ObrTh
BBIABACHBI § OoAbIrmEcTBa maruenTos ¢ AHIIA-T'H.
Kak npasuao, passururo AHIIA-I'H n AAB comyr-
CTBYIOT OOIIME CHMIITOMBI (CAAOOCTB, CHIDKCHIE aIl-
HETHTA, CHIKEHIE MACCHl TeAd =2 KI, AUXOPaAKa, ap-
TPAATIN ¥ MHAATHH).

Xapakrepnoii geproit I TIA aBaserca passurue rpa-
HyAEMATO3HOIO Iopaxenus Bepxaux (BAII) n Hikanx
OTACAOB ABIXATEABHBIX ITyTeH, OPOUTHI M OPIaHA CAYXa.
I'panyaemarosuoe Bocriaserne BAIT kannmaeckn mpo-
ABAACTCA PUHUATOM C A3BEHHO-HEKPOTHYCCKIMH H3MEHE-
HHUAMHI CAH3HCTON HOCA U ACCTPYKTUBHBIM IIPOIIECCOM
B IIPHAQTOYHBIX 1Ta3yXaX HOCA H HOCOBOH ITEPETOPOAKE,
YTO MOJKET IIPUBOAUTH K 3ATPYAHEHHIO HOCOBOTO ABIX-
HHA, OTACACHHIO TEMOPPAIHYECKUX KOPOYEK UAU THOA
M3 HOCOBBIX XOAOB, HOCOBEIM KPOBOTCUCHUAM, CHI/KE-
HHUIO O0OHAHUA U AePOPMAIINI HOCA («CEAAOBHAHBII
HOC»). BoBAeuenme B matoAormaecknii mporece Tpaxen

YacroTa nopaxeHna

BapunaHTt AAB OnpepeneHne Tun AHLIA [28-31] Houek, %
AAB, oA KOTOPOro XapakTepHO coyeTaHne
TRRREER  Reme AT e Mp3-AHUA 65-75%;
pay. b - y MMO-AHLIA 20-25%; 60-80 [24, 32]

C NMOJINAHTUNTOM

N HEKPOTM3MPYIOLLErO BAaCKyNINTa C NMPerMyLLeCTBEHHbIM
BOBJIEUEHNEM MENKMX COCYAOB (Kanunispbl, BEHYJbI,

AHLIA-HeraTBHbIV fo 10%

apTepuonbl), pexe — COCYAOB CPeAHEro AnameTpa

AAB, ana KOTOpOro xapakTepHo passuTue

Mukpockonuuyeckni
NonVaHrMnT

mnn 303I/IHO¢I/IJ'IVII/I

AAB, p1s KOTOPOTO XapakTepPHO coYeTaHne

. 303UHO(UIBHOTO 1 HEKPOTU3UPYIOLLErO
D031MHOMUbHBIN ¢ P pytow

rpaHynematos
C NMOJINAHTUNTOM

rPaHy1IeMaTO3HOro BoCnasieHMA C YaCTbiM NopaxxeHnem
OpraHoOB AbIXaHUA, HEKPOTU3NPYIOLLETO BaCKYJINTa,
npenmyLecTtBeHHO, MeJIKuX cocyaoB (KaI'II/lJ'Iﬂﬂpr,

HEKpOoTM3Mpyrowero oiMrOMMMYyHHOIO BaCKyInunTa,
npenmyuiectBeHHO, MeJIKnx cocyqoB 6e3 pa3BnUTnA
rpaHynemMaTo3HOro BocnaneHus, 6p0waaan017| aCTMbl

MMO-AHLIA 60%;
Mp3-AHLUA 35%;
AHLA-HeraTuBHbI 0-5%

95-100 [33, 34]

MIMO-AHLIA 40%;
MP3-AHLIA <5%;
AHLA-HeraTuBHbIN >50%

20-40 [35, 36]

BEHYJIbl), GPOHXMaNbHOM aCTMbl 1 303UHOGUNN
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OBICTPO IIPUBOAHT K (POPMHUPOBAHIIO OACKAAAOIHOTO
creHosa. [lopakenue AErknx MOKET COIPOBOKAATHCH
(bopMupoBaHIEM ITOAOCTEH paCIIaAd B MATKOTKAHHBIX
obpasosanuii. [Topaxenne oprana sperns mpu [TIA
IIPUBOAHT K Pa3BUTHIO SITUCKAEPHTA, IICEBAOOITYXOAN
opOHTH ¢ (POPMHUPOBAHNEM IK30(DTAABMA U BO3MOK-
HOH IOTEpPEil 3PEHHUA BCACACTBHC HITECMHH 3PHTCAD-
Horo Heppa. [lopaxenue oprana cAyxa MOKET COIPO-
BOKAATBCA KAMHHYECKON KAPTHHOM CPEAHETO OTHTA,
HOABACHUEM OTAEAAEMOIO M3 HAPYAKHOTO CAYXOBOIO
IIPOXOAQ M TOAOBHOH OOABIO. BO3MOKHO pasBuTHe KOH-
AYKTHBHOHM M HEHPOCEHCOPHOU TyroyxocTr. Bee atm
HPOABACHHA MOIYT COYETATHCS C THITMYHBIMU CHMITTO-
MaMH BACKYAHTA MEAKHX COCYAOB — C ITOPAZKEHUEM ACT-
knx, AHITA-I'H, MuoxecTBeHHBIME MOHOHEBPHTAMH
U IIOAMHEHPOIIATHEH, KOKHOMI IYPITYPOIT U A3BAMH.
[Tpu MIIA, B oramuue ot I'TIA, He pazsuBaerca
IPAHYAEMATO3HOE BOCIAAEHHE C OOpPA30OBAHMEM IIO-
aocreit. [Topaxenne aerkux popmupyercs y 60-80%
IAIIIEHTOB B BUAE HHTEPCTUIIHAABHOIO HAU HHTEPCTH-
I[IAABHO-aABBEOAAPHOTO BOCITAACHHA, XAPAKTEPHBIMI
CHMIITOMAMHI KOTOPOTO ABASAFOTCHA KAIIEAD, OABIIIKA
U KPOBOXapKaHbE, PA3BUTHE TAKEAOH ABIXATEABHOI
HEAOCTATOYHOCTH ITPH OOABITIOM OOBEME TIOBPEKACHH.
[Ipy peHTreHOAOrHYECKOM HCCACAOBAHUU BBIABAAIOT
nH(MUAPTPATHBHBIC U3MEHCHISA, ACTOYHBIH (HUOPO3
(KaK MCXOA), IPU3HAKH BOBACYCHHUSA ITACBPHL.
OranmuanreapueiMu ocoOenuocTamu DITIA sB-
asrores sosunoduanst >1,5x10%/A, Gpouxnassuas
actma 1 903uHO(UABHAA THEeBMOHMA. Kak mpasmao,
nanuenTsl ¢ OI'TIA nmeroT AAMTEABHBIN aHAMHES
OpPOHXMAABHOM ACTMBI, XOTA B HEKOTOPBIX CAYJafAX
OHA Pa3BUBAETCA yiKe IOCAE AeOrOTa BackyAuTa. [Ipn
PEHTIEHOAOTHIECKOM MCCACAOBAHIH MOKHO BBIABUTH

MUTpHpYIOIine HHPUABTPATH B Aerkux. [Tourw y rmro-
AOBHHBI ITAIINEHTOB BBIABAAIOT IIOAHIIO3 ITOAOCTH HOCA
U CHHYCHT. XapaKTePHBIM AA0OPATOPHBIM IIPOABACHIEM
ABAACTCH ACHKOIIUTO3 C OTYETAMBOM 903MHO(DUAHEIL.
Teuenne DI'TIA oramuaerca npu AHIIA-osurisHOM
n AHIIA-meraTuBHOM BapuanTax 3aboaesanud. [1po-
asaeHnd AHLIA-tosutusaoro DI TIA CXOAHBI € CHIM-
IITOMAMU BACKYANTA MEAKHX cOCyAOB Itpur MITA m I'TIA.
AHIIA-ueratusnbii Bapuant DITIA xapaxrepusyercs
AOMI/IHI/IpyI'OH_[I/IM HOpa}KCHHCM I/IHTepCTI/IHI/IH (I/IHTCP—
CTHITHAABPHBIME HH(PUABTPATAMH C 903MHOMDHAAME
1 IIA3MOITITAME), MEMOPAHO3HOH HepOIIaTHEH, MeM-
OpaHONPOAH(EPATUBHBIMIA U3MEHEHIAME KAYOOUKOB
U He ABAAETCA IIPEAMETOM 9THX PEKOMEHAAITHIH.

[Ipu cOope aHaMHE32 I OCMOTPE HMAIIHEHTOB C IIOAO-
spernem na AAB/AHIIA-TH caeayer o6parturts BHIMA-
HHE HA CACAYIOIIIHE KaAOOBI: I1epH(MEPUIECKIIE OTEKH,
YMEHBIIICHHE 00BEMA OTACAAECMON MOYH, H3MEHCHIE
I[BETA MOYH.

Du3HKAABHOE HCCAEAOBAHNE HAIUEHTOB C ITOAO-
spernem Ha AAB ¢ mopakeHHeM ITOYeK AOAKEH OBITH
TAKAKE HAIIPABACH HA BBIABACHHC IIPU3HAKOB CHCTEM-
HOTO ITOPAKEHUA, BKAFOYAA: CHIKEHIE MACCHI TEAQ; ap-
TEPHAABHYIO THIIEPTEH3HIO; TIOBBIIICHIE TEMIIEPATYPBI
TEAQ; I3MEHEHNSA KOKIU: MAABITIPYEMYEO Iy PIIypPY, A3BBI,
CeTYaTOE AMBEAO; H BHAUMBIX CAHSHCTHIX: A3BBI, IPAHY-
AEMATO3HBIN («KAYOHUYHEBII)) THHIUBHUT; Hepudepu-
YECKHE OTEKH; H3MEHEHHA TAA3: 3K30(DTAABM, HHBEKITHA
KOHBIOHKTHBBI H CKAEPBI; Ae(DOPMAITIN AHIIEBOTO CKe-
A€TA — «CEAAOBHUAHBIID HOC, DOAE3HEHHOCTD B OOAACTH
IIPOCKIINH IIPHAATOYHBIX I1A3yX HOCA; N3MEHEHUSA CY-
CTAaBOB: DOAEC3HEHHOCTD ITPHU HAABIIAIIIH, IPUITYXAOCTD
CYCTAaBOB; IOPAKECHIE ACTKHX: OCAAOACHIE ABIXAHUA,
BAQ/KHBIE XPHUIIBL.

2. OuarHoctuka 3abonesaHms uinm coctosiHms (rpynnsl 3060n1eBaHMi
MAKM COCTOSIHWUM), MEAMULMHCKME NOKA3AHUS M NPOTUBONOKA3AHMS

K TPUMEHEHNIO METOOOB ANMATHOCTUKH

Ha cmeny ycrapeBmiuM 1 He 00A2AABIINM AOCTa-
TOYHOM TOYHOCTBIO Kpurepusam [37-39], B 2022 r. AKP
u EULAR 6s1au paspaboTassl HOBEIE KAaccuuKa-
rmonnsie kpurepun ['TIA, MITA u DI'TIA, kotopsre
CACAYCT IIPUMCHATh B KAMHIYCCKOHN IIPAKTHKE AAS X
AuddepeHITHAAPHOI AnarHocTUKH (120A. 4-6) [40-42].

AHIIA-T'H sBAseTca HanboAee IaCTOH IIPHIHHOMN
OBICTPOLPOIPECCUPYIOIIErO HEDPUTUIECKOIO CHH-
apoma (BITHC) Bo B3pocAoIl IOIYAAITHH, HETATHBHO
BAISA Ha ITIOYCYHYIO BBDKUBACMOCTD HAITHEHTOB ¢ AAB
U Ha IPOrHO3 3a0oAeBaHus B 1ieaom [43, 44]. Beias-
A€HHE KAMHHYECKHX CHMIITOMOB ITOPAKEHUA ITOYEK
y HarueHToB ¢ ycranoBaeHHEIM AAB Tpebyer mopdo-
AOTMYECKUX HUCCACAOBAHUN AASl TOYHOM AMATHOCTUKH
AHITA-I'H y GOABIIIHHCTBA TAITHEHTOB, HE HIMEIOIIIIX
aOCOAIOTHBIX IIPOTUBOIIOKA3AHHH K BBITOAHEHUIO OH-
orcuu novku [45].

Mopdonormueckas kapruaa AHIIA-T'H o6sramo
cootsercTsyeT 111 TrITy sKCTpakaMAAAPHOIO TAOME-
pyaoredpura. OCHOBHBIMU I'MCTOAOTHYECKIME IIPU-
saakamn AHIIA-I'H B axruBHO# dasze OoresHH fAB-
ASEOTCA (DOKAABHO-CEIMEHTAPHBIN (HDHOPUHOUAHBIN
HEKPO3 KAIIHAASPOB KAYOOUKA 1 apPTEPUOA, IKCTPAKa-
IHAASPHAA TPOAHQEPAIHA C KACTOYHBIMU K /uAn Ju-
OpPO3HO-KACTOYHBIMU IIOAYAYHUAMH IIPH OTCYTCTBUL
AN HE3HAYHUTEABHOM OTAOKCHII IMMYHOTAOOYAMHOB
U KOMITAGMEHTA B TKaHu mmouku. B pamkax BITHC mpn
AHIIA-TH ¢ raoMepyAfpHBIMU N3MEHEHUAMI MOLYT
KOHKYPHPOBAaTh BOCIAAUTEABHBIE H3MEHEHHA TyOYAO-
HHTEPCTULHA H COCYAOB, KOTOPBIE TAKKE ABAAIOTCA O0'Db-
eKTOM Teparuu (TabA. 7).

Ha aroaro AAB npuxoanTcea 6oAee TOAOBHHBI BCEX
cayuaes BITHC y B3pocanix [44]. Bmecre ¢ Tem, Apyrue
CHCTEMHBIE ayTOMMMYHHbIE 3a00AEBAHUA MOTYT ITPO-
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apaarecst BITHC, ato Tpebyer mposeactus auddepen-
IIIAABHON AMATHOCTHKI, BKAIOYAsg OOAC3HB, OOYCAOB-
ACHHYIO AHTUTCAAMIE K Oa3aABHOI MeMOpaHe KAyDOdKa
(BMK) (artu-BMK 60Ae3Hb), KproraodbyAnHemmye-
CKHMI BACKYAHT, HMMYHOrAOOYAHH A-HedporaTus,
MeMOpaHoIpoAndepaTUBHEIN raoMepysoHedpHT,
C3-rAoMepyAOIIATHI, BOAYAHOUHBIN HePHT, IEPBUY-
HEIC U BTOpHYHBIE (DOPMBI TPOMOOTHIECKON MUKPO-
AHIHOIATHU (TPOMOOTHYECKAS TPOMOOIIHUTOIICHIYE-
CKaf IypIypa, ATUIINIHBIH TeMOANTHKO-YPEMHIYECKIUET

H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

CHHAPOM, THIIHYIHBIH IT€MOAHTHKO-YPEMUYECKUE CHH-
ApOM, HeppOIIATHA, ACCONUUPOBAHHAA ¢ aHTHHOCPHO-
AUIIIAHBIM CHHAPOMOM, TIOPAKEHIE ITOYCK ITPHU MOHO-
KAOHAABHBIX TAMMOIIATHAX M CHCTEMHBIX HMH(DEKITHAX

[46, 47].

2.1 Xano6b! 1 aHamHe3

Ocoboro BHIMAHNSA 3ACAYAKHBAIOT KAAOOEI IIAIIIEHTOB,
VKa3BIBAIOIIIE HA OAHOBPEMEHHOE BOBACICHIUE PASAHY-
HBIX OPraHoB U cuctem (cM. pasaea 1.6 u Tabauisr 4-6).

Ta6nuua 4 | KnaccndurkaumoHHble Kputepum rpaHynemarosa ¢ nonuaHrumtom (AKP/EULAR, 2022) [40]

I'Ipm NnPpMeHeHNN 3TX Kputepues ciegyet NPUHATb BO BHMaHNe:

o KnaccrnoumKauvoHHble KpUTEPUM MOXKHO NMPUMEHATb ANA Knaccudukaumm 3aboneBaHysa rpaHyiemaTtos ¢ NosiMaHrMnTom, ecim
y naumeHTa 6bln AMarHOCTVPOBAH BaCKYINT MENIKUX UIIN CPeAHUX COCYL0B U
o VICKITIOUEHbI MHble 3a6051€BaHNA, KOTOPbIE MOTYT IMUTMPOBATb BaCKyUT

KnuHunyeckue Kputepumn Bbann
MopaxeHune Hoca: KPOBAHMCTOE OTAENAEMOE, A3Bbl, KOPOUKU, 3aNI0KEHHOCTb, HapYLLEHNe HOCOBOTO AbIXaHUA, 43
nedekT nnu nepdopaLus HOCOBOW NepPeroposKu
MopaxeHune XpALLEeBO TKaHW: BOCMaNEHNe XPALLEN yxa UM Hoca, OCUMNIOCTb ronoca Unv CTpuaop, 42
3HAOOpPOHXMANIbHOE NopaxeHue, GopMUpPOBaHMe CeANIOBUAHON AepopMaLim CMINHKA HOCa
KoHayKTVBHaA unm HempoceHCopHas TYroyxocTb +1

JlabopaTopHble, MHCTPYMEHTaJIbHbie U MOpdoiornyeckmne Kputepum
MonoxunTenbHbIN pe3ynbTaT aHanm3a Ha LUToniasmaTnyeckme aHtuTena K uutonnasme Hentpodunos (LAHLA) +5
Wnn aHTUTeNa K npoterHase-3 (Mp3-AHLA)

Y3enku, o6bemMHble 06pa3oBaHNA UK MOSIOCTM B NErKUX MPU BU3yanu3aumm +2
[paHynembl, BHeCOCYAMCTOE rpaHyieMaTo3HOe BOCNaieHNe NN TMraHTCK1e KNeTkn npm Mopdonornyeckom 2
nccnefoBaHumM 6uonTaTa

BocnaneHue, KoHconuaauma nam BbINOT B NPUAATOYHBIX Ma3yxaxX HOCa UV NPU3HaKM MacTonaUTa Npy BU3yanusauum +1
ONUroMMMYHHbIN romepynoHedpUT No AaHHbIM GMONCUN NOYKN +1
MonoxunTenbHbI pe3ynbTaT aHann3a Ha NepuHyKneapHble aHTUTena K uutonnasme Hertpodpunos (MAHLLA) r
UNY aHTUTeNa K Muenonepokcuaase (MMO-AHLLA)

Yuncno 303uHodunoB B nepudepryeckon Kposu =1x10° /n -4

CnoxuTe 6ansbl MO BCEM KPUTEPUAM, KOTOPbIE eCTb Y MaLueHTa.

CyMMmapHbIii 6ann =5 no3sonseT KnaccuduumpoBaTtb 3aboneBaHme Kak rpaHyiemMaTos ¢ MONNaHIMTOM.

Ta6bnuua 5 | KnaccudrkaumoHHble KpuTepumn Mukpockonuueckoro nonnanrunta (AKP/EULAR, 2022) [41]

Mpn NnpuMeHeHUN 3TUX KpUTEPUEB C/IeAYET NPUHATb BO BHUMaHMe:

o KnaccrnoukaLoHHble KpUTEPUM MOXHO NMPUMEHATb AN Knaccudrkaumy 3aboneBaHnsa MUKPOCKOMMYECKNIA
NOMVAHTUNT, €CNW Y NaLMeHTa Obif AUAarHOCTMPOBAH BaCcKyNUT MENKMX UV CPeaHNX COCYLO0B 1

o VCKNIOYEHbI MHble 3a60/1eBaHMNA, KOTOPbIE MOTYT UMUTMPOBATb BaCKyIuT

KnuHnueckune kputepun bann
MNoparkeHne Hoca: KPOBAHUCTOE OTAENAEMOE, A3Bbl, KOPOUKM, 3aN0KEHHOCTb, HapyLLeHe HOCOBOTO [bIXaHWA, 3
nedbekT unu nepdopauis HOCOBOI NeperoponKm

JlabopaTopHble, MHCTPYMEHTaJIbHble U MOpdoiornyeckne Kputepum
MonoXxuTenbHbll pe3ynbTaT aHanr3a Ha NeprHyKneapHble aHTUTeNa K uiTtonnasme Hentpodunos (NAHLLA) +6
VN aHTUTENa K Mmuenonepokcugase (MMNO-AHLA)

JlerouHblii $nbpPo3 nnu MHTEpCTULMaNbHOE 3abonieBaHme Nerknx o AaHHbIM B3yann3aLuuny opraHoB rpyAHON KNeTKu +3
ONUroMMMYHHbI rnomepynoHedpUT NO AaHHBIM UCCNIeAOBaHMA G1ONTaTa NOYKN +3
MonoxmTenbHbI pe3ynbTaT aHanmn3a Ha LUToniasmMaTnyeckme aHTuTena K uutonnasme Hentpodunos (LAHLIA) A
Uy aHTUTeNa K npoterHase-3 (Mp3-AHLA)

Yuncno s03uHodunos B nepudepmryeckon Kposu =1x10° /n -4

Cnoxute 6ansbl Mo BCEM KpUtepurAam, KOTopble eCTb Y MNauneHTa.

CyMmapHbIii 6ann =5 no3sosnAeT KnaccuduLumpoBaTtb 3a60eBaHne Kak MUKPOCKOMMYECKNI MOINAHTUANT.
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HPOGKT MHULMATUBHBIX KMUHUYECKMX peKomer,au,Mﬁ N0 AMATHOCTUKE U NEYEHMIO NOPAXEHNSA NOYEK NPK AHLLA-OCCOLIMMPOBGHHI:IX BACKYNMTOX

Tabnuua 6 | KnaccupukaumoHHble Kputepum 303MHOGMIIbHOTO rpaHynemaTosa ¢ nonuaHruntom (AKP/EULAR, 2022) [42]

Mpu npuMeHeHNN 3TUX KpUTEPMEB cieayeT NPUHATbL BO BHUMaHMe:

o KnaccrdpmkaumoHHble KpUTeprn MOXXHO MPUMEHATb 1A Knaccudrkauuy 3a6oneBaHnsa 3031HOGUIbHbI
rPaHyNemMartos ¢ NoIMAHIMUTOM, eC/IM Y MauveHTa Obi JMAarHOCTUPOBAH BAaCKYIUT MEJIKMX WIIN CPeHNX COCYAO0B U1
e VICK/IIOUEHbI MHble 3a60/eBaHus, KOTOpble MOTYT MMUTPOBATb BaCKyINT

KnuHunyeckune Kputepun Bann
O6CTpYKTUBHOE 3a605eBaHNe fbiXxaTesbHbIX NyTen +3
Monunbl B monoctu Hoca +3
MHo>KeCTBEHHbI MOHOHEBPUT +1

JlabopaTopHble, UHCTPYMeHTaJIbHble U Mopdonornyeckne Kpurepum
Yuncno s03uHodumnos B nepudepuyeckon Kposu =1x10° /n +5
JKCTpaBacKynsApHoe BocnaseHune ¢ npeobnagaHmem 303MHOGUIOB NO AaHHbIM Gruoncun +2
MonoxmnTenbHbIN pe3ynbTaT aHanm3a Ha LTonnasMaTmyeckme aHTuTena K umronnasme Hentpodunos (LAHLIA) 3

WY aHTUTeNa K npotenHase-3 (Mp3-AHLA)

lematypusa

CnoxuTte 6annbl No Bcem KpuUTtepuam, KOTopble eCTb Y NauneHTa.

Cymmapru?l 6ann =6 no3BonsAer KﬂaCCI/I(bI/ILWIpOBaTb 3aboneBaHMe Kak 303I/IHO¢I/II'IbeII‘/'I rpaHynematos C NoJINaHTMNTOM.

Ta6nuua 7 | OcHoBHble mopdonornyeckue npossneHna AHLA-TH

[nomepynsApHble N3MeHeHNA

AKTUBHble (BocnanutenbHble)
Me3zaHruanbHan nponvdepauusa
SHAOKaNUNNIAPHas rMNepKIETOYHOCTb
Hekpo3 kanunnsapHbIx netenb
(QopmupoBaHue KNETOUHbIX MOMYNYHUIA

Pa3pbiBbl Kancynbl boymeHa

XpoHuueckne nsmeHeHus (pubponnacTnyeckme)
Tno6anbHbI cKnepo3

CermeHTapHbI CKnepo3

®r6pOo3HbIe MoNynyHNA

CuHexumn mMeXxay snutennem Kancynbl
N KanunaAapHbIMKU NeTNAMN

Ty6ynonHTepcTLManbHble U3MeHeHus

AKTUBHbIE
Ty6ynut
Pa3pyweHune BM kaHanbues

KnetouHaa nHounbTpayma nHTepctTuuma
(c npeobnapgaHem nonMopdHoOALEPHbIX NENKOLUTOB
B oCcTpoii paze)

lpaHynembl

MepuTyOyNApHbIA KanunnApUT

XpoHuyeckune nsmeHeHus
ATpodun KaHanbLeB

NHTepcTrymanbHblin prbpos

COCYAI/ICTbIe U3MeHeHuA

AKTUBHbIE
HekpoTtusupytowue
SHAapTepunT

KnetouHas nHounbTpaums
Tpomb603

FpaHynemaTosHble nospexaneHua

XpoHunyeckune nsmeHeHus
Snactopunbpos apTepui
ApTepronoruaaunHos

MepmBacKynApHbIN CKIepo3

2.2 OusuKanbHoe 06cnenoBaHme

OCHOBHOI>'I LEABIO OCMOTpa ITAITUEHTOB ABASACTCA BbI-
ABACHUE CMIITOMOB, yKaSI)IB’dIOH_[I/IX Ha OAHOBPeMCHHO@
BOBACYCHUC pﬁ3AI/I‘IHbIX OpI‘aHOB " CUCTEM (CM. p2.3-
AcA 1.6 i Tabanrer 4-6).

2.3 JlabopaTopHble frarHocTmyecKkme

nccnepgoBsaHmA

» V Bcex nmanmenToB ¢ mopospernem Ha AHIIA-I'H
nan ussectabiM AHIIA-TH mpr pexomenayem
IIPOBEACHHE AADOPATOPHON AHATHOCTHKI B 0a30-
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BOM 0OBEME, IIPEAYCMOTPEHHOM PEKOMEHAALIUAMI
1o xponndeckoit boaesuu mouek (XBIT), arst BbI-
ABACHUA HOPAKEHUA ITOYEK, OIEHKU BBIPAAKEHHOCTH
U MOHUTOPHPOBAHUA AUCYHKIUH ITOUeK [27].
YpoBens ybeaureapHOCTH pexomeHAanuii C
(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 5)
KommenTapum: nocie ocmpoii gpaser AHLLA-I'H
nepexoduns 6 cmadur XPoHUUEcKozo n08PeHcoeHs nouKH,
n03MOMY 60¢ CAYHall IM020 3a60.1e8atua nocae 3 Mecayes
meweHuA uau cpasy (1o mMopgoaozu) 00xcHe berne Kiaac-
CUDUYUPOBaLLLL 6 COOMMBENICINEUIL ¢ PEKOMEHOAYUIMU 110 XPO-
Huueckoti boaesru novex (XbI1), a nayuenmevr doancrer no-
AYUany coomeenicmeywuyee obeaedosanue u aedene. Ileaso
Aa00paniopozo 0061e006ara 6191165 6HIABACHUE NPUSHAKOS
NOPANCEHUA NOYEK — USMEHEHIA MOHEB020 0Ca0Ka, NporIent)-
pusy oyerika cocmosnus PyHKYUU noyex —uccaedosarie Ypoeis
Kpeamununa 6 Kpost, onpedeere ckopocmu Kayoouxosod
Gunvmpayun (CKD), ucenedosarue yposua xasusn 6 xposi,
a maraice npoABAEHUL 60CHANUNENBHON PeaKyu — UCC1e006a-
Hue ckopocn ocedarua spumpoyumos (COD), ucenedosarue
yposna C-pearmusrozo beaxa (C-PD) 6 cvisopomie xposu.
B xaunumecrux pexomerndayusx «Xporuueckas boesis novex
(XBI1)» 2024 200a demansro onpancerst 100x00s1 K duazHo-
comuKe QUCHYHKYUI ROYEK, KOMIOPbIE NOSHOCHIGIO NPUMEHUMbL

oaa nayuermos ¢ AHLIA-I'H [27].

 Bcem marmenTam ¢ mopospenuem Ha AHIIA-I'H bt
PEKOMEHAYEM IIPOBOAUTD HCCAeAOBaHKE ypoBHT C3
dpakunu komIIAeMeHTa U HccAcAoBaHue yposHs C4
(PpAKITIHE KOMITAEMEHTA AAfl OLEHKN AKTUBHOCTH
1 Iporuosa 3adoacesanus [48-50].
YpoBeHb yOEAUTEABHOCTH peKOMeHAAnuii B
(YpPOBEHB AOCTOBEPHOCTH AOKA3ATEABCTB — 3)
KommeHnTapum: cunoxomniemernmemusn (npeumyue-
cmsento 3a cuem C3 Komnorerma, wo urozda u 3a cuenm C4)
Habutdaenca y dacmu nayuermos ¢ AAB u no dannsim
0710eABHBIX HEPAHOOMUSUPOEAHNBIX CPABHUIMENLHBIX UC-
CA1€006aHUI CEUOENIENBLINBYEN O 1E0.Aa0NPUANIHOM 1PO2IO3e

AHILA-TH [48-50].

e AAf AHArHOCTHKH 3a00ACBAHUSA BCCM IIAITHCHTAM
¢ mopospennem Ha AHITA-T'H mbr pexomenayem
onpeaesenne coaepxanud AHITA: koangecten-
HOTO ompeAeAeHus u Tunuposanus [Ip3-AHLIA
n MITO-AHIIA meropom uMmyHOMDEPMEHTHOTO
amaansa (MDA) [51-53].

YpoBeHb yOEAHTEABHOCTH pPeKOMEHAAIHI A

(YpOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 1)

Kommenrapun: AHILA yoaemea sviasums y Go1s-
wunemea nayuenmos ¢ I'TLA, MITA u usoauposarnsim
AHIIA-TH, a marxxe noumu y no108uns: nayuennos
¢ DITLA. Kpome mozo, mun yupryaupyroumux AHILLA on-
Yacmu onpedessen 0coveHHoCHIN 1meUerua 3a00.1e6anuA U Puck
peyudusos (ssine y nayuermos ¢ IIp3-AHILLA).

B memaananuse (MA) noxasaro, wmo MDA aessemea
Go1ee MPeONOUIMUMENLHBIM CKDUHUNZ06BIM MEMNO00M 014
swrasaenus 1 Ip3-AHILA u MITO-AHILLA, wem peaxyus
renpamot urimyrogparoopecyernyun (PHH®) [51]. Coenacro
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MeNcOyHapodHomy Korcereyey no onpedesenuro AHILLA nau-
bo1vauell Quazocnudeckoll yenocnvlo 004adaem munuposa-
nue AHLLA x 11p3 u MI1O memodom DA ¢ xoauue-
CINBEHHBIM mpe&e/zeﬂuej\/z, Komopoe nosuiutaen? 66poAINHOCHIL
npasuaviodl unmepnpemayuu pesyasmania [52, 53]. Fleese-
dosarue caedyen nposodUNIs No CIRAHIAPINUI0EAHHON MerI0-
OuKe 6 AUYEHIUPOBAHHOL AabOParmIopuls, a 6 Onucaniy pesyne-
manios 0043wl 01116 NpeOcmas.ierve eounuysl usMeperiusa
u peghepericrivie srayerus [54 ).

Onpedenerne AHLLA memodom DA obaadaem 6vi-
COKUM NOKA3AMeneM O1HOUEHUA 1Pasoonododusn noaomnu-
menvtiozo pesyavmama (sviasaenue I 1p3-AHLLA u MT1O-
AHIILA 6 20-70 pas nossiuaen seposmmocms AAB,
) nayuenma ¢ KAUHUYECKUMY NPOABACHUAMY BaACKYAUMA
Meaxux cocy0os). Ompuyamenvistii pesyavman ananusa
6 1,7-7 pas yeeauuusaem sepoanitocns omeymcnsusn 1.AB.

Henonvsosarnue PHIID das onpedenerus AHLLA yemy-
naem MIDA, 6udy boavuuess sapuabensrocn pesyaviianios
U MEHBIUX NOKA3ANIENCH L)BCIIBUINENBHOIN U CHEYUGD UUHO-
e [55]. Dmom mecns modncHo ucnonv3osams 044 npedsapi-
7eABHOI QUAZHOCIUKH, 10 ¢ 00A3a71AbHBIM NO0IIEEPIHCOHUEM
Mermodom FIDA.

Caedyem norumanms, umo AHILILA He asaam0meq na-
moztomonuunviym 044 AAB ummynosozuueckum gerore-
HOM, U 6 pAde CAYUaes MOy Obinib 6bIA60€Hb1 ) NAYUEHIN0E
¢ XPOHUUECKUMU UHPEKYUOHHBIMU 3a00.166aHUAMUy EKAI0UAA
ungexyuonnvLil IN0OKapOUm u 1my6epryaes, 60cnaNumens-
HBLMU 3a001€6aHUAMY KUMEUIUKA, NPU OHKON0LUYECKUN
sabosesanuax u Ha Pome npuemMa HeKOmOPLIX AeKAPCII-
sennvrx npenapamos. 1losoocumensnsiii pesysvman ara-
sausa Ha AHLLA 6 omeymemsue xaunnyeckux npossienut
BACKYAUMA MEAKUX COC)008 He 110360471 OUATHOCIIUDPOBaNTY
AAB, oouaro mpebyen mufanessHol pesusin KAUHUHECKUX
Oanmvrx. Onpuyanensiwtil pe3yavmian: ananud ) nayuennios
¢ XapaKmepHuMu KAUHUHECKUMY MPOABACHUAMY 1] U MOD-
Po.a0euneckUMU UIMEHEHUAMU 116 ABAAENICA OCHOBAUEM 014
uckarovenus ouacrosa AAB (em. maba. 4-6).

o Vmanumenrtos ¢ AHIIA-T'H B meproa nsaykimm pe-
MICCHH MBI PEKOMEHAYEM PETYAAPHO MOHUTOPUPO-
BATh HEOOXOAMMBIE AADOPATOPHBIE ITOKA3ATEAN AAS
OIICHKH M3MCHEHHUH BBIPAKEHHOCTH IPOABACHIH
3aboAeBaHnA Ha (DOHE TEPAITNU U HEKEAATEABHBIX
ABACHHIT ITOCACAHEH [43, 40, 56-02].

Yposeus ybeanrespHOCTH pexomeHAaruii C

(YPOBEHB AOCTOBEPHOCTH AOKA3ATEALCTB — 5)

KommenTapum: yesecoobpasio Konmposuposans cie-
Oyromue noxasament, ne ocpanutueasce uMu: obuwull (Kau-
HUYecKUTl) ananus Kposi paseepymetil, ecae008arnue YposHsa
Kpeamununa 6 Kpost, pacuemnvre snavenus CKD no gpop-
wyne CKD-EPI, obwuii (kaunuveckusi) ananus mou, ue-
caedosanue yposna C-PB 6 cersopomxe xposuy onpedenerie
aKIMUBHOCHIU ACHAPIIAINIAMUHOMIPACPEPasbL U aKIMUEHOHIU
ananuHamuHompancepaser 8 Kposu, uccaedoéarie yposHsa
eanwxosvr 6 xkposu. Mecaedosanue obueeo (kaunuuecxozo)
ananusa Kposu passepiyniozo u Maprepos yumoausa 10360-
JACHI UCKAIOUUING HENCCAAIICNLHBIC ABANCHUA 11EPANUU YUINO-
cmamuxamu |58, 59]. Ocmpan enyboxasn uau xponuyeckas
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npozpeccupyronan AeuKonenus Mozym: Ovi771b OcHOBaUeM 014
KOppexyui uan 6peMeririozo npekpanyerius mepanun yumocna-
muxamy. Taxowe Koppexyus 003 npenapanios moocen: nompe-
006ambea NAYUeHNAM ¢ BbIPAINCEHIBIM CHUINCEHUEM PDYHKYUH
noyex. Aeuerue ca10KOKOPMUKOUOGMU Y UACIIU NAYUEHIN06
npusodum K passumuro cmepoudHozo caxaproeo duabema,
O/ UCKAIOYEHUA KOMMOPO2O NOKA3AH PeyAApHbLil KOHMPOAL
eauxemun [43]. Lleavto pezyagprozo kormposs obugezo (Kau-
HUYECKO20) aHaNu3a MOYY AEAAENIEA, 6 1110M YUCAC SHLAEACHIUE
NOpasKcerus cAUSUCIION MOUEE020 NY3BIDA Y NAYUETIIO0S, NO1Y-
qanmux uau noayHasmux Jedere yuxaogpochamudom**
[60-62].

Yacmomy svinosnenus u oGsem HeobX00UMbIX UCC1€00-
6anutl (Komopeiil He UcuepNLISACHICA NEPLUUCACHHBIMIY 1O~
Kasameaamit) caedyen onpeoesnnts WHOUSHOYANBHO ¢ YUenIoM
mAdNcecIt G01€31, 1MEKYUell KAUHWUECKOL CUMNINOMANIUKH,
npumengemod mepanuu [43, 46, 56-62]. Kaunuyecxasn
oyenKa OUHAMUKI COCIIOANUA nayuermia 004xcHa bbimty pe-
2)AApHO 014 oyenKu omeena Ha mepanuio, ee 0CA0HCHEH U,
pecucmpayun pemuccun uay peyuousa oaesru. Ilomumo
CYOBEKIUBIO20 PYIIUIIOZ0 UCCAC06ANNUS, 6 NPAKINUKE MONCHO
UCNONIBI06AIIL CHEYUANBIBIE UHCINPYMEHINBT (HKaAAbL), Pa3-
pabomartivie 044 00beKMUBHOU 0YeHKY aKINUBHOHIY 3a60-
sesanus (bupmureemexuil unoexe axmusiocmu 6ackyauma,
BVAS v.3) u naxonaenus neobpamumuix nospeacoeriui
(Fnoexc nospescenns npu sacxyaume, V'DI), npu Haruuun
Y 6pava coomsememsyronged nodeomosxy («I Ipusooerue I,

n.1 (BVAS 0.3) u n.2 (VDI)) 63, 64].

o [Tanmenram ¢ AHIIA-I'H mer pexomenayem ko-
AHYECTBCHHOE OIPEACACHUE COACPIKAHHS AHTH-
TEA K IUTOITAA3ME HeHTPOpHAOB B kKposH — K [1p3
u MITO (I1p3-AHLIA, MITO-AHIIA) meroaom
DA ne pexe 1 pasa B 4 Mecsma AAA OLICHKH HM-
MYHOAOTHYECKOH aKTUBHOCTU W IIPOTHO3UPOBAHUA
obocrpenuit 3aboaeBanus [65-67].

YpoBeHb yOEAUTEABHOCTH peKOMEHAAUI A

(YPOBEHB AOCTOBEPHOCTH AOKA3aTEABCTB — 1)

Kommenrapunu: 6 MA G210 yemarnosaero, wmo co-
xparenue nosvruertiozo ypostia AHLLA y auy, naxoosumuxes

6 KAUHUYECKOT PEMUCCUH, UMY €20 N08bIILEHIE 8 OUHAMUKE

1061€ Q0CIIUNCEHUA UMMYHON0UYECKOT PeMUCCUL UMeen!

3navenue 044 NPoHOIUPOSAHUA Peyudusos 3aboaesarus

[65-67]. 1 Lepeucmuposarue nosviuernrozo yposwa AHI A

6 pemuccuu uau 20 Hapacmarnue 0v110 accoyuUpOsao ¢ no-

BbLULEHIEM DlicKa Passumiua KauHuueckozo obocmperusn AAB

168, 69].

* MbI pekOMEHAYEM ITPOBOAMTDH OIEHKY KOHIICH-
tpannn nmmyHoraobyauna (Ig) G (mccaepoBanne
yposus IgG B kposn) manmentam ¢ AHITA-I'H, mo-
AYHAIOIINM ACUEHHE PUTYKCUMAOOM™*, AASl CBOEB-
PEMEHHOTO BBIABACHHA CHIKEHHUA 3TOTO IIOKA3ATEAS
u xoppekiuu Teparuu |70, 71].

Yposens ybeanTespHOCTH pexomeHAaruii C

(YPOBEHB AOCTOBEPHOCTH AOKA3aTEALCTB — 4)

Kommenrapum: cruncenne yposns 19G 6 kposu acco-
Yuuposaro ¢ npuMenennem yuxaopocamuda’™* u punzyci-

Maba** u sasucum om Kymyaamusrol 003wt npenapanios [70)].
I'unoearmmaznobyaurnemus passusaemes y 34% nayuernmos
¢ CUCIIEMHBIMU AYINOUMMYHHBIMIY 3a60.1€6aHUAMMU, NOIYYA-
10muMy pumyxcumad™¥, a puck ee goprmuposarnua nauboee
BBICOK 1PU D0CIIUMNCEHIU KYMYAANMUEHOH 00382 26 2 [71]. M-
caedosanue yposua LeG 6 wposu caedyen Kormpoauposants
neped Kaocdvim esederiue npenapama u uepes 3-4 mec. nocse,
Go.1ee 4acimio ) nayuennios ¢ uHPeKyuoHHsIMU 0CI0NCHEHUAMH.
Ilpu svssaenuu yposa IgG <5 2/ caedyem peatunss 6onpoc
0 1eobX00UMOCIIY KOppeKyul mepan 017 npedynpescoerius
UHGPDEKYUOHHBLX 0CAONCHEHUT! (USMENHEHUT UMMYHOCYNPECcHl
u/ uau aeverus HuMMyH02A00YAUHOM UeA08CUECKUM HOP-
MansHstM*¥).

2.4 WNHcTpymeHTanbHble fuarHoctmyeckue
nccnenoBaHNnA
e Mmr pexomenayem Bcem marmentam ¢ AHIIA-T'H
IIPOBOANTH AUATHOCTHKY ITOPAKEHHA ACTKHX C IIPH-
MeHeHueM KoMibiotTepHo Tomorpaduu (KT) opra-
HOB TPYAHOI ITOAOCTH AAf BBIIBACHUS ITOPAKEHHA
AETKUX U OIICHKH ITPOrHO3a B pamkax AAB [72, 73].
YpoBeHb yOEAHUTEABHOCTH pEeKOMEHAAIMI A
(YpOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 1)
Kommenrapum: nepedxo couemascs ¢ AHILA-I'H,
nopasicerine AeeKux A6A9EMCA 00HUM U3 Haubo.1ee npoeHocHu-
yecky Hebnazonpusmmeix npossaenus AAB, vacmo npone-
Kaen GeccuMmmomMmo U co cKYOHol KAUHUYECKOH CUMNIIO-
mankott. Tounocms K1 6 duazrocnuxe muxpococyoucnozo
NOPANCEHUA NCKUX CYUECTIBEHIHO BbLILE, UeM NPU PYIIIUHHOU
penmeenozpagpuu. Kpome mozo, 6 MA ucenedosanui, 6 xo-
MOpBIX UHINEPCIIUYUAIBIHOE NOpadCerile J1eZKUX, BbIABACHIHOE
npu KT (10 ne penmeenocpagpun seexux), vt10 eeamusho
aAccoyuUpoBaio ¢ puckom emepmreaniiozo ucxoda [73].

2.5 WHble AnarHocTnyeckmne nccnepgosaHnA
oMbl pekOMEHAYEM BCEM IIAUIEHTAM C IIOAO3PCHUICM
Ha AHIIA-TH Ge3oTAarareAbHO BBIHOAHATH OH-
OIICHIO IIOYKH IIOA KOHTPOAEM YABTPAa3BYKOBOTO
HICCACAOBAHIUSA C IIPOBEACHIEM ITATOAOTOAHATOMU-
YECKOTO MCCACAOBAHUSA OHMOIICHIHOIO MaTEPHAAA,
B TOM YHCAE, C IPHMCHCHUCM HMMYHOMOP(OAO-
IIYECKUX METOAOB, AAfl IIOATBEPIKACHIA AUATHO3A
7 OLIEHKH ITporHo3sa [74-76.
YpoBeHb YyOEAHUTEABHOCTH pPEeKOMEHAAIHI A
(YPOBEHB AOCTOBEPHOCTHU AOKA3ATEABCTB — 2)
Kommenrapuu: wopgoozuueckoe uccaedosarne —
sancrivedl urcmpymenm ouazrocmuxu AAB u AHIA-I'H,
10360AA10Uf UL OYEHUNID BYIPANCEHNOIL U XaPaKIIED aKiIHe-
HoIX (60CHANUMENDBIBIX) U PUOPONAAIIUUECKUX USMEHEHI.
Heenedosarnue mranu nouxu ob.aadaen boavued duaziocniu-
YECKOU SHAUUMOCHIBI 1A ONPEOLNCHUA BOCHANCHUA MUKPO-
cocyoos (91,5%), wem buonmanios causucmoi BALL (53%)
U NEKUX, NONYUEHHBLX NPU IPaAHCOPOHXUANBHOY buoncuY
(12%) [77-79]. Betnoanerue nynxyuorHoi uoncuy nouxi
100 KOHIMPOAEM YAb7IPAIEYKOB020 UCCACO08ANUA ABAACHICA
CIHAHOAPIIHBIM OUAZHOCHIUECKUM MENI000M U aCcoyUuuposaro
¢ HUSKUM PUCKOM Pa3sumua 0CA0HCHeHNH, 6KA04AA KPOBo-

meerua [80].
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Mopdponveunveckuii anasus éancer He 7046K0 ¢ duazHo-
crmueckotl, Ho U ¢ npoerocmudeckod mouxu perus. Mop-
Qonoenueckan (eucnonamonozuyeckan) Kiaccupurayun
AHILA-I'H paspabomarna oaa oyenxu [81]. B ee ocrosy
10009/CeH0 COONIHOULEHUE MENCO) NOMIEHYUANBHO OGDAIIUMBIMIU
ocmpuiMi (PubpUHOUOHBII HEKDO3, KACHIOUHBIE 1ONYAYHIUA)
U HeOGPaAMUMBIMU XPOHUUECKUMU (PubhosHbte NO1YAYHUA)
2QUCTION02UHECKUMU USMEHEHUAMUY 6 MOMEHNI Manugecna-
yuy bonesny (maba. 8). Aannas kaaccugpurayus noseosqem
oyenumn 6epoamnocy 1- u 5-aemiion noveunyo 6bici-
saemocms nayuernog ¢ AAB (yemarosaena ceass mencdy
pacuemnoir CK® u kaaccamu xaaccugpurayuu vepes 1 200
U 5 nem meueHuA eaomepyaonepuma) u onpedesunts uH-
mencusHocny uMmyrocynpeccustod mepanuu. B MA 16 ue-
caedosariuil ¢ yuacmem 1945 nayuenmos, komopeiil nposeat
Huang et al., 6v1.10 nodmseparcdero, umo noueunsiii npoeros
npu cxaepomuyeckom kaacce AHLLA-I'H docmoseprio xyorce,
Yem npu Poxaasrom Kaacce, Hegpume ¢ noayAYHUAMY
U CMEULANHOM KAACCe; NOYCUHAA BbINCUBALMOCING 6 PYNNAX
nayuenios ¢ HegpumoM ¢ noaYAYHUAMU 1 CMeareiM Kaac-
com bwtaa conocmasuma |74].

Cympecmsennoe sauamnue Ha noveunyr 6uiicUsaeMocny
0Ka3wvl16aron? napamenipul, Konopwie ve yuuins16aronica 6 Kiaac-
cugpurayuu Berden et al.: dons neusmenennvrx xaybouxos
6 Guonmanie, a marice 6b1pacKceroc b 11)6)A0UHIMEPCHIUY -
anvioeo pubposa. B 2018 e. Brix: et al. npedsoscusy Hoesiii
UHOEKE UHINEDANLHOL OYEHKU NPOZHO3A, 6 KOMIOPOM. Y HUIIbl6a-
enIea 0044 COXPAHHBIX KAYOOUKOB, BbIPANCHHOIIL anmpoduu
xanasvyes u CKO na momenm obeaedosanus — ANCA
renal risk score (mabn. 9) |82]. Cymma basnos, pastas 0,
coomeemcmeyen HuskoMmy pucky, 2-7 6an.106 — cpedrnemy,

Ta6nuua 8 | lmctonatonornyeckas knaccudpukauymsa AHLA-TH
(Berden et al.) [81]

Knacc OCHOBHbIe KpuTepun

DoKanbHbIi >50% HopMasbHbIX Kiy6ouKkoB

C nonynyHuammn 250% Kny6OUKOB C KJIETOUHbIMY

nonynyHNAMM
CmeLaHHbIN <50% HopMasnbHbIX KNy6oUKOB,

<50% c nonynyHuamu, <50%

C rno6anbHbIM CKIEPO30M
CknepoTuyeckumn >50% rno6anbHO CKNepo3nMpoBaHHbIX

Kny6oukos

Ta6nuua 9 | ANCA renal risk score [82]

[lona HemsMeHEeHHbIX KNy6oUKoB Bannbi
NO (>25%) 0
N1 (10%-25%) 4
N2 (<10%) 6

Atpodusa KaHanbues n GnbPoO3 HTEpPCTULMA
T0 (£25%)

T1 (>25%)

CK® Ha MOMEHT yCcTaHOBNEHNA ANarHo3a
GO (>15 mn/MuH/1,73 m2)
G1 (<15 mn/MuH/1,73 m2)

128 Hedponorna m gnanus - T. 27, N2 2 2025

H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Ta6bnuua 10 | ANCA Kidney Risk Score

[lona Hen3MeHeHHbIX Ky6oUKOB Bannbi
NO (>25%) 0
N1 (10%-25%) 4
N2 (<10%) 7

Atpodusa KaHanbLeB 1 GubpPo3 MHTepCTULMA
TO (<25%)

T1 (=25%)

KoHLUeHTpauma KpeaTHVHa B CbIBOPOTKE

Ha MOMEHT YCTaHOBJIEHUA AMarHosa
KO <250 mkmonb/n 0
K1 250-450 mKkmonb/n
K2 >450 mkmonb/n 1

Mpumeyarus: cymma 6annos, pasHasa 0-4 6annam, COOTBETCTBYET HU3KOMY
pucky, 5-11 6annam - cpeaHemy, 12-18 6annos — Bbicokomy, 21 6ann —
OYeHb BbICOKOMY.

8-11 — sorcoxomy. I loxasamenn noveuron 6vcusaeMocni
uepes 36 mec. Habarwdenua ovian pasner 100% 6 epynne
Huskozo pucka, 83-84% 6 pynne cpedreco pucka u 22-32%
6 epynne svicoxozo pucka. Aocimosepruie pasauua noxasame-
J1etl NOUeUHOIU 8bIANCUBACMOCHIU MENCOY ZPYRNaMIL PUCKa Obl 1l
noomeepacoenst u 6 nocaedyionux pabomax;, 6 m.u. 6 MA
[75, 76, 83].

B 2024 2. 611 onybauxosan nepecmomp ANCA renal
risk score: CKD Gvrna samenena na xonyenmpayirn Kpea-
munura 8 cv180poniKe Kposi, Mo&ugﬁmwpomﬂo nopozosoe
sHaverue Quiposa unmepcmuyus u ampopuu Kanaasyes,
usMenensl 6anvl, HavUcAfeMble 3 PasaudNble Kamezopi,
a marawe 0obas.aera wemeepmas ePynna — 04ens 65100K020
pucka (maba. 10) [84]. B opueunansroii pabome obroéserHasn
wkana oyerku, noayuusuias assanue ANCA Kidney Risk
Score (AKRGS), npodemoncmpuposana nyumyro cnocobrocims
K QuckpuMurayuu uexodos no cpaswenuro ¢ ARRS. B om-
euecnmeennvix pempocnexmusnuix uccaedosarnuax AKR:S
ovtna conocmasuma ¢ ARRS u npesocxoduna eucmonanmo-
soeueckyro xkaaccugurayuro AHILLA-IH 6 oyenre uexodos
nopaowerus novex [85, 6.

e Ilpu oTCyTcTBHH AOCTATOYHBIX PECYPCOB
U OIIBITA BEACHHSA IAIMEHTOB C IIOAO3PEHHEM
ma AAB/AHITA-TH mAn ¢ H3BECTHBIM AHATHO30M
AAB/AHIIA-TH Mbl peKOMEHAYEM HALIPABASTS UX
B IIPODUABHBIC IICHTPBL, IMEIOIIIE OIBIT BEACHIS
nanueHToB ¢ AAB AAf CBOEBpEMEHHOI AHATHO-
CTHKH U ACYCHUSA 3200ACBAHUSA, YAVUIICHUS HCXO-
AoB [87, 88].

Yposeus ybeanrespHOCTH pexomeHAaruii C

(YPOBEHB AOCTOBEPHOCTH AOKA3ATEALCTB — 5)

KommenTapum: AAB — pedioe sabosesariue, komopoe
Xapaxmepuzyenca noAUMOpGHol KAUHUYECKOL Kapmiunoi.
ITpu smom masecns cocmoanus nayuerma u npoeros o
HCUSHU U 300P06LA, d, KaK CAOCIIBUe, U 1MaKmuKa 6e0erus,
MO2Y172 ONpPe0ensimibcs He 110.16K0 606.1e4EHUEM NOUEK, HO U Op)-
2UX Op2ar08: Je2KUX, 7Ipaxetl, 0pearios 3peHusa u cryxad, 1eps-
HOU CUCIIEMBI, HCCAYOOUHO-KUtedH020 1mpakma i dp. B ceasu
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¢ UM 0c060e 3Haderue npuobpemaent MyAsmUOUCYUNAU-
Hapwttl 100X00, NPU KOOPOM /MAKINUKA 6€0eHs Nayuerna
ONpeOeNSenICa COBMECIINO PAUaMU PasAUUHBIX KAUHUMECKUX
cneyuanvrocmen. I Ipunumas 60 rumarie xponuueckudl xa-
parmep 3ab0.1e6aHNA, 803MONHOHIL pa3sumiua 000crperuil
U HeNCeNaMENBIHBIX ACACHUN UMMYHOCYIPECCUEHOU 1m1epantil,
CRYCIIA MHO20 €11 N0CAE D0CIIUNCEHUA PeMUCCUM, a TIaKHce
ozparuuerinslil Onvim ONBUMUHCINEA EPAYEI 6 OMHOULCHNH
ol epynner 3abo.aesanutl, npedcnasagenca onpasianibim
sederue nayuernos 6 cneyuasusuposanmsix yenmpax [87].

o V Bcex marmmentos ¢ AHIIA-I'H mbr pekomenayem
npumenaTs mkaay BUVAS u umraexc BVAS aas
OLICHKU TSKECTH CHCTEMHOIO BackyauTa [43, 89].
Yposens y6eauresapHOCTH pexomeHAaruii C
(YPOBEHB AOCTOBEPHOCTU AOKA3aTEABCTB — 4)
Kommewnrapum: nposederie ummyrocynpeccusion e-

panuu 10360121 COXDanumIL HU3HL nayuerna u npedon-
6pamumy HeobpanuMoe nospescoeriue opeanos-muueriet npu
AAB, odnaxo conpancero ¢ svrcoxum puckom passumiua ce-
presuvix rencenamenviivex asaenutl. C yeasro peaausayun
NEPCOHANUIUPOBaH020 N00X00a K 65160DY CXeMbI ACHEHUA
nayuermos ¢ AHILLA-I'H u docnmuncenus onmumansiiozo
COOMIHOMEHUA PUCKA U 11016361 01 POBOOUMOLL 171€paniii 1npeo-
CIIABAACHICA Yenec000pasHbIM Onpedenette MANcecIt meve-
nua AAB ¢ ucnonssosaruem cyuecmsyomux uHpymen-
m06 u onpedenerudl. C smoil yeavro EUVAS 6 2009 6w11a
npedaosera xamezopusayus AAB no cmenenu mancecny

(maba. 11) [43].

B unoexce BUAS' « npusnaxam, céudemenvcmeyonyum

0 7ANCAOM (Opeato- uau swusHeyzposcaromem) meverun AAB
6 Debrome uau npu 06ociperu 3a6o.1e6arus, nOMUMO YPosHs
kpeanunura =500 MxM0.6[ 41, oniHocan Hapacmarie yposra
Kpeamununa ta >30% om uexodrnozo unu cruserne CKO
ta >25% om uexodrozo, carcpery, nopaoiere cenyani (6a-
CRYAUN, 1TPOMEO3, IKCCYOant, KDOBOUINUANIURA), HEUPOCCHEOPHY 0
MYy20yxX0cIb, KposOXAPKarve (a1b6e01qpHoe Kposomeuerie),
061X aAMIEALHYI0 HEOOCIIAMOUHOI (MpebYIomyyr nposeoeHns
UCKYCCINBeHHOT BeHMUNAYUIU N€2KUX), ab00OMUHANbHBIE 6011
UHLEMUYECKO20 XapaK/nepa, CIneHoKapou10, KapouoMuonaniium,
ocnIpoe Hapyuierue Mo3208020 Kpo80oGpamer s, nopaserie
CHUNNO20 MO32d, NAPaAAUY YEPENHO-MO3206LX HEPBOS U MHO-
scecrmentivrii Moronespunt. Kpone mozo, svrcoxoe cyrmaprioe
suavenne BUVAS accoyuuposaro ¢ nebarazonpusmmviyu ue-
xo00amu 3aboneéarus [89).

Cymecmeennvim daa 6vibopa mepanuu (cm. «Pas-
oen 3» u «l Ipunoncerue by) asanemea vrdenenue mance-
w020 AHIIA-I'H, xomoperii npomexaem ¢ passunmem
BITHC, noseimenuem yposia cpeamunuiia 6 co160ponixe
>354 mrmons/a uf uau nompebiocmeio 8 amecmumens-
ot noyeyrod mepanus. Ocmanvuvte cayvay AHILLA-T'H,
XaAPaKmepuy0uuecs Metee 6b1pasceHvIMU npoa6AeHUAMY
QUCPHYHIY U 1OHEK, 2eEPOLEHHBL 10 CB0UM KAUHUKO-MOPPO-
SI0UYECKUM NPOAEACHUAM U 1HEMNAM NPOZPECCUPOBAA, U110
maraice cae0yens yuumviéans npu 6v1bope 100x00a K AeueHuro
(ecm. «Pasden 3» u «l Ipunoncernue by). I 1pu oyerxe oucgynx-
yuy noyex 1eobx00UMO yoeounbes, 4mo ona accoyuuposaria
¢ aKIMUBHOCHIBIO B0CHAJIENNUS, A He ¢ ee 1eofparmuMbtMu -
Gponaacniudeckur nocae0cIeuAMIL.

e MBI pEeKOMEHAYEM HPOBOAUTH IAIHEHTAM
¢ AHIIA-T'H peryAsipHyIO AMATHOCTHKY, HAIIPaB-
ACHHYIO Ha PAHHEE BBIABACHHE MH(EKIIMOHHBIX
OCAOKHEHHI AAfl UX CBOCBPEMECHHOIO ACYCHUA
u yAyaienus mporaosa [90-97).

YpoBeHb YyOEAHUTEABHOCTH pPEeKOMEHAAIHI A

(YPOBEHb AOCTOBEPHOCTHU AOKA3ATEABCTB — 2)

Kommewnrapun: mesuc, crasiviym o6pasom, Kacaena
cayuaes ta uMmyrocynpeccustio mepanuu. Mnguyuposar-

Hwte nayuenmel 004%cHb bbb 6 CPOUHOM NIPAOKe nodsep-

CHYIIBL HEOOXO00UMOMY AEUEHIUI0, NOCKOABKY Hpedynpescoeriute,

Kynuposanue u 004xcHs1ll KOHMPON UHPEKYUll 26.47€1CA

Heo0X00UMBIM YeA06UEM NPOBEOCHUA UMMYHOCYIPECCUEHOM

mepanuu. Ocoboe snumarue caedyen yoeasms céoespemen-

HOM) BBLABNEHUIO U JICHEHUIO UHGPEKYULL BEPXHUX Uy 0C06EHH0,

HUNCHUX 017106108 DeCcnupanioprozo mparsma, Komopeie 3a-

HUMarm 6edyuyue NOUYUL 6 CPYKIype cmepmnocnit, 0o-

MUHUPYA Chedu UNPEKYUOHHBIX OCAONCHEHUI ) NAYUeI06
¢ AAB 6 omevecmeennoii nonyaayuu [92, 93]. Kpunuue-
cKoe 3Haverue 047 6bIANCHUA UHPEKYUL NEKUX UMEION
ceoespemerro suinoanennsie K1 u Gpornxocxonus ¢ bax-
PIEPUONOLUUCCKUMIU] BUDPYCONOTUHECK UMY UCCACO0BAHUAMU
J1asasca.

o [lpu HAAMYMH CHMITOMOB IOPAKEHHA MOYEBBIX
myTelt MeI pekomenAyem marmenTaM ¢ AHITA-T'H,
paHee IoAy4IaBIIIM ITHKAOGocaMuA™, IIPOBOAUTH
00CAEAOBAHIE AASl BBIABACHHA aCCOIMHPOBAHHOIO
ITOPAKEHNA CAU3UCTOM MOYEBBIX IIyTEH (B T.4. IIH-
CTHTA U paka ModeBoro mmyseips) [60, 61, 98, 99].

Ta6bnuua 11 | Xapaktepuctuka AAB B 3aBUCMMOCTM OT TsKecTn GonesHun (EUVAS, 2009) [43]

KaTeropvm BacKynuTta OnpeneneHme

eraTI/IHI/IH CbIBOPOTKMN

Jlokann3oBaHHbIN

PaHHWIA cncTeMHbIN
[eHepany30BaHHbIN

Taxenoin

PedpakTepHbi

MopaxeHune BAM nan HUXKHUX OTAENOB PECNPATOPHOro TpakTa 6e3
CUCTEMHbIX MPOABNEHWI UV OBLLKX CUMITOMOB

Jliobble NposBneHNsa 6e3 yrpoXatoLLero »K13H1 NopaxxeHns opraHoB
Taxkenoe nopaxeHvie NOYeK UKW APYrYX *KN3HEHHO BaXKHbIX OPraHoB
«MoYyeuHan HEAOCTAaTOUYHOCTb» UMK TAXKENOE NopPaXKeHUe APYriX OpraHoB

Mporpeccupyiowas 6onesHb, He OTBeYaloLLAA HAa CTaHAAPTHYIO Tepanuio
rNOKOKOPTUKOUZaMM 1 LKnodpochammgom**

<120 MKmonb/n

<120 mkmonb/n
120-500 mkmonb/n

>500 mkmonb/n

Jlio6oe 3HaueHne
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YpoBeHb yOEAHUTEABHOCTH pPEeKOMEHAAIHI A

(YPOBEHB AOCTOBEPHOCTU AOKA3ATEABCTB — 2)

KommenTapuu: npumenere yuxiopocgpariuda** ac-
COYUUPOBAND ¢ NOBBIUUEHNBIM DUCKOM Pa3sumus eemMoppazii-
ueckozo yucmuma u paka moyegoeo nyseipa [60, 61, 98, 99].
Hpu I710M nepexoéﬂomemoqﬂbzﬂ pax moscem passunisea,
CHYCHIA KaK Mecaysl, maK i 2006l N0cAe NPUMEHEHUA YUKA0-
docpamuda**. Puck y xypamux nayuennos cymyecmeserto
BbLLe, UeM ) HEKYDAMUX, 6 1MOM YUCAE U NPU BPUMEHEHIUN
ChasHumenHo HUSKUX 003 yurkaogpocpamuda™*. B ceasu
C UM BBIABACHUE HENOUCUHOU 2eMarnypiitl, 100116€pIHc0eH 0T
npU MUKPOCKONUYECKOM UCCAI08aMUML, NPULUIHLL KOMOPOU
HesACHbL, ABNAENICA OCHOBANUEM 018 KOHCYAbIIaY Ul 6Paya-ypo-
/1024 ¢ Yeab10 peeris 60npoca 0 0000¢1e006ariit, 6 /12.4. 6bi-
NOSIHEHUU YUCIIOCKONUH.

e Mmr pexomenayem y Beex marertos ¢ AHIIA-I'H
IIPOBOAUTD AHATHOCTHKY CEPACYHO-COCYAUCTHIX
1 BEHO3HBIX TPOMOOIMOOANYIECKAX OCAOKHCHUN
(BTOO) u orenky ux hakropoB pucka AAA CBOEB-
PEMEHHOTO X ACYEHHA U YAVUIIIEHUA IIPOrHO3a [27,
100-102].
YpoBeHb yOEAUTEABHOCTH pPEeKOMEHAAIHI A
(YPOBEHB AOCTOBEPHOCTH AOKA3aTEABCTB — 2)
KommenTapum: AAB, xax u opyeue xpornuueckue soc-
naaumenviivLe 3a00.1€6aHUA, ACCOYUUPOBALLLL ¢ NOBLLUEHIBIM
puckom cepoeurio-cocyducmeix u BIDO, vacmoma komopeix
npu daumensrom Habardenuy momxen docmuzans 14%
u 8%, coomsenemeenno [101, 103-105].
B MA, sxawuasmem dannwie 6oaee vem 14 000 nayu-
€108, 06110 Yeranos.aeHo, umo chedu nayuennos ¢ AAB
uck passumua 6cex: cepoeUo-cocyOUcIIbLX covbimuil 6biie

H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Ha 65%, wmemuueckoi bonesnu cepoya — na 60%, a ye-
pebposackyaaprvix cobwimuii — 1a 20% [100]. B dpyzom
MA, obobuasuem darrnsre 45024 nayuenmos, puck OHMK
y nayuernmos ¢ AAB Gein sviute na 43%, ungapxma muo-
Kapda — ra 49%, uutesmuecxodl boaesmu cepoya — ra 40%,
a emepmi om cepoedHo-cocyducnvix saboaesarutl — Ha 79%
[102]. Cymyecmsenviii 6x1a0 6 passumue cepoeuro-cocyou-
CIIBLX 1HPOMOOIMOONUUECKUX 0CAONCHEHUT 6110cq71 ObicIpoe
npozpeccuposariite anepocKieposa v 6v1c0Kaa pacnpocimparier-
Hocmy Qucaunudemun y nayuernos ¢ AAB. Kpome mozo,
Q0NOAHUMCABIHBIMU gﬁakmopaﬂ/m pucka asaaronica Kyperue,
crmapuntl 603pacn, OUACIIONUYECKAR apmepuavias eunep-
mensus, Hocumenvemeo Ip3-AHILIA, nopasenue nouex
U Ae2KUX 8 pamKax ocHosHozo 3abonesanus [103, 106-109).
TIpedcimasanemen onpasdannoi Komniaexcran oyenka 6cex
MPadUIUOHHBIX PaKINOPOB CePOCUHO-COCYDUCIIBIX OCAONCHEHIL
y nayuenmos ¢ XbI 1, sxarouan kypenue, caxapmril duabem
(pacnpocmparenrocns npy AAB do 10%) u op., ¢ nocae-
yromess ux Koppexyueti 6 coomeencmeun ¢ 0etcisy UM
pexomerdayuamu no XBI1 [27].

Passumue BITDO accoyuuposaro ¢ svicoxoti axmusio-
cmvto AAB u wane 6ceeo npoucxodum 6 meuenue nepssix
6 wmec. boaesru. Tpaduyuonnsie garxmoper pucka BTIO,
3a UCKAIOYeHUEM UMMOOUAUSAYUY, 110 6celi BUOUMOCII,
uzparm MensuLyo poas, wem 6 obuged nonyaayuu. Caedyem
OIMEnIUNIL, U0 1O OaHBIM KDPYNIHO020 KO2OPIIHO20 UCC1e00-
sarug cruscerie CKO <15 ma/murn) 1,73 M2 6w1.410 0drum
U3 HAUGOee SHAUUMBLX PAKIIOPOB, ACCOYUUPOBAHHBIX ¢ Pa3-
sumuem BTIO y nayuernmos ¢ AAB [105]. I1odxode:
K ckpunurey u npoguaaxmuxe BIDO npu AAB do nacmo-
Aueco 8pemMent He paspabomarvt u 004x#Hs1 Obinb 1EPCOHI-
Duyuposarier.

3. JleueHue, BKIOUAS MEOUKAMEHTO3HYIO M HEMEAMKAMEHTO3HYIO
Tepanuum, aMetotepanuio, obes3bonmeaHme, MEAMULMHCKME MOKA3AHMUS
M NPOTUBOMOKA3AHMS K MPUMEHEHMIO METOAOB fIeYeHMs

[Ipornos renepasusosanusix gopm AAB B orcyr-
CTBHC ACYCHHS HEOAATOIIPUATCH — MCAHAHA IIPOAOAIKI-
TEABHOCTH KU3HU 0€3 ACUEHUA COCTABASET MeHee O Mec.
[110]. ImmyHOCyTIpeccuBHasA Tepamms B IIOAHOM OObeMe
nokazaaa scem narmentam ¢ AHITA-T'H.

B ocHOBe 2THOIATOTEHETUIECKON TEPAIIIN ACKHT
HCIIOAB30BAHUC PASAHYHBIX KOMOMHAIINN HMMYyHO-
CYIIPECCHBHBIX IIPEIAPATOB AASl IIOAABACHUSA ITATOAO-
I'HYECKOTO HMMYHHOTO OTBeTa. Briaeasror ABe ¢aser
AcaeHnst AAB: HHAYKIIHIO PEMECCHE U ITOAACP/KAHIIE
pevuccun. LleApro HHAYKIIMOHHOI Teparmu ABASETCA
OBICTPOE IOAABACHUE AKTHBHOCTH HMMMYHHOIO BOC-
[IAACHUA U KAUHHYCCKUX IIPOSABACHHI 3a00ACBAHNA,
T.€. AocTIKeHue pemuccun. [ToaaepixuBaroriee Ae-
YeHHE HAIIPABACHO HA IIPEAOTBPAILCHHE ODOCTPEHIH
y HAI[HEHTOB, AOCTHIIINX pemuccun. Ee oObrano mpo-
BOAAT B TEYEHHE AAUTEABHOTO BPEMEHH, CTAPAACH TaM,
TA€ 9TO BO3MOKHO, OTAABATH IIPEAIIOYTCHUE MEHEE
arpecCHBHBIM CXEMaM ACUECHUA C IIPUMEHEHNEM MEHEE
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TOKCHYHBIX IIPEIIapaToB B DoAee HU3KHX Ao3ax. [lpn
pasBuTHH peruAnBa (00OCTpeHN) 300 AEBAHIA BHOBD
IPOBOAAT KYPC HHAYKIIHOHHOM TEPAITHH.

Anropurmer Aeuenus marenTos ¢ AAB B 3aBucn-
MOCTH OT TAKECTH TCYCHHA IIPEACTABACHBI B Pa3ACAC
«[Ipunromxenne by, m.1.

3.1 NHpyKumoHHasa Tepanus

e Mmr pexomenayem Bcem marmentam ¢ AHIIA-I'H
IIPOBEACHHE Teparuu IHKAodocdamuaom™™ B BuAe
BHYTPUBEHHBIX NH(MY3HUIT B COUETAHIN C TAFOKOKOP-
TUKOMAAMH B TedeHne 3-0 MECALEB AAA MHAYKITHH
pemuccun [111].
YpoBeHb yOEAHUTEABHOCTH peKOMEHAAIMI A
(YPOBEHB AOCTOBEPHOCTHU AOKA3aTEABCTB — 1)

e Mmnr pexomenayem Bcem marmentam ¢ AHIIA-I'H
IIPU HEBO3MOKHOCTH MAH IIPH HEIIEPEHOCHMOCTH
BHYTPHUBEHHOIO BBeACHHA nHUKAODochammaa**



HPOGKT MHULMATUBHBIX KMUHUYECKMX peKOMeHJJ,GLlMﬁ N0 AMATHOCTUKE U NEYEHMIO NOPAXEHNSA NOYEK NPK AHLLA-OCCOLIMMPOBGHHI:IX BACKYNMTOX

IIPOBEACHHUE TEPAITMH ITEPOPAABHBIM ITHKAOGOC-

pammaomM** B coueTaHnu ¢ TAIOKOKOPTHKOUAAME

B Teuenue 3-6 Mec. AAf HHAYKIMK pemuccun [111].

YpoBeHb yOEAUTEABHOCTH peKOMEHAAUI A

(YPOBEHB AOCTOBEPHOCTH AOKA3aTEABCTB — 1)

KommenTapum: Arumenviiocms undyxyuornod mepa-
ni YurA0Ppochamudom™* 6 couemaru ¢ eA10KOKOPIMUKOU-
0am OnpeoessenIca ParHuM 08enI0M Ha Jederie (1pu Xopo-
wem omeenie npexpanyena ¢ nepexodoM Ha noddepacusaronyyo,
npu Hedocmamourom — npodosera). 1 Lpednoumumensrivim
npedcmas.ifenca nposederiue nY.bec-1mepaniil YuKaA0pocgharu-
do** 6 dose 15 we/ ke 6rympusenno (8/8) xan. ¢ unmepéa-
A0M 2 HEO. MeHOY NEPEbIMY 1PEMA UHDYSUAMU, 3ar1eM —
¢ unmepéanom 3 neo. Obuas npodosscumensrocnv Jederis
yuraogocamudom™* mooen cocmasanms om 3 00 6 mec.
U ONPEOCARENICA PAHHUM O118110M Ha 1IEpanro. Y menvuierue
IKeKpeyuu yuraogochamuda** y nayuennios co crudnceriod
PynKyuel nouex, a marince nosslueH LI PUCK Passuniis re-
HCCAAMENBHBIX ABAEHUI, 6 NEPEYID 0UePeOb, UHPEKYUOHIHBLX
0CA00MCHENUIL ) NAyuennos crmapuezo 603pacimia, mpedyemn
Koppexyuu 003v1 npenapama 041 3mUX pynn nayuennos
(matbn. 12) [112]. Iepsyro ungysurn yuxaopocpamuda™*
yen1eco06pasio nposodums ¢ 66edenueM YMervuerotl 003sl
(11a 30-50% tuce pacuemnoi) 043 oyerKu nepeHocuMocini.
Iepopanvnsiii yuraogpocpariud™** menee npednoumumenen
U3-30 KYMYAAIIUBHOI 1OKCUMHOCHIM, d €20 CAe0Yen NPUMEHNIY
P HEE0IMONCHOCIII 61YIIPUBCHI020 66€0eHUA UAU (001100¢-
HUA YKA3AHHBIX UHINEPEAN0E MeNCO) UHPDYIUAMMU, a 1aKIce
npiL 11600XX00UMOCIIU YCUAEHUA 116Pantl NPU pegdppaKineprom
mevenuu AAB.

Onwim npumenernus yuxao@ocpamuda™* y nayuernos
¢ AHILLA-I'H, noayuanmux sevenne duairusom, ocpa-
wuen. IIpedcmasanemen onpasdanmsim ymervuitere 00361
npenapama 00 7,5 me/ ke na unghysuro, xomoputii caedyem
6600um 6 Mencouasusivie Oiu. Y nayuennos ¢ coxpario
Pynryued novex cymouras 003a per os e 0044cHa npesel-
wams 200 we.

Ao 1990-x ez. nayuennrvr noayuasy 6vicokue Kymy -
musire 00361 YuKA0Pochamuda™ , umo cymecmeero no-
BLILAN0 PUCK PAISUIIUA 2CMOPPALUECKO0 YUCTIUIIG, OHKO-
JA02UYecKUX 3a000e8anull (8 nepsyI0 04eheds, paKa Moues0z0
NY361pA) 1 MUCAOOUCHAAIUH, a 17aAKICe Hap)ulent] penpodyK-
musroti yrryuu [99, 113, 114 ]. MA mpex: parndomusupo-
6annvix uceaedosarli ¢ yuacmem 143 nayuenmos noxasan,
umo npumerenue yuxaogpocamuda** emympuseno 6 pe-
HCUME MYABC-IIEPANUU. CONPANCEHO ¢ OONBULEL BEPOANIHOCIIBIO
Q0CHIUNCEHUA PEMUCCU U DOCII0BEPHD MEHBUUUM UUCSOM Tiedice-
AQIMeNBIHBIX AEAEHUIN, YeM Nepopabiielil npueM npenapania
[111]. Cxoorwre pesyavmanier Gvrau nosyuerit 6 pardoymusi-

posanrom ucenedosanun CYCLOPS, 6 womopom npuse-
Herue yuraopocpamuda** 6 pexcuse nysve-mepanit, te-
CMOMIPA Ha Gos1ee HU3KYH KYMYAAMUSHYI 003) npenapamia
(8,2 ¢ mpomus 15,9 2), ne yemynano npodosscumensomy
nepopansHoMy npuemy yuraogpochamuda™* no spemeri o-
CIMUNCEHIUA PeMUCCUL, NOKA3AMENAM 00uell U noUeHoll 6bl-
HCUBACMOCIIU (HECMOMIPA Ha HECKOABKO 60162LY10 00170 elyi-
QU608 3a60.168amuA 6 cpynne, NOAYUaBULel 1)Abe-/EPanti)
Uy 6 720 JHe BDeMA, CONPOBONCOANOC CYUJECTIBENHO MEHBULUM
pucKkoM passumus Hecesanenviivx A6aerudl mepanuu [112].
He credyem npesvinams marcumanviyro kymyasgmusiyro 003y
yuraogocamuda** (3a scro mcusie nayuenma) 25 ¢ [115].

o V marmenros ¢ AHLIA-TH, ypoBraem kpeartummna
CBIBOPOTKU <354 MKMOAB/A M HE HYKAAFOILUXCS
B 3AMECTUTEABHOM ITOYEIHON TEPAIINH, 4 TAK/KE IIPH
HEIIEPEHOCHUMOCTH ITHKAODOChaMIAa*™* MBI peKO-
MCHAYEM B KA9€CTBE aABTEPHATHBHI IIHKAO(OCcha-
MUAY** HCIIOAB30BATH PUTYKCHMAO** B codeTaHmH
C TAIOKOKOPTHKOUAAMH AASl HHAYKIIAH PEMUCCHI
(116, 117].
YpoBeHb yOEAHUTEABHOCTH pEeKOMEHAAIMI A
(YpOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 1)
KommewnTapuu: conocmasumasn spgpexmusrocms pu-
myKeumaba™* u yuxaogocamuda™* oaa undyKyuu pemuccuu
AAB 6v2.1a nodmeepocena 6 dsyx N.A PKIU [116,117].
Ipumenenue pumyxcumaba™* npu AAB snepseie w110
U3YUEHo 6 06X PardOMUUPOBaeLX KAUHUYECKUX UCC/e-
oosanusx (PKU1) — RAVE u RITUXTVAS [118, 119].
B oboux ucenedosarunx sce nayuernmer nosyuanu pumyrcu-
Mab™* 6 couenmantii ¢ 2AOKOKOPIIUKOUOAMY 6 BbICOKUX 003aX.
Pesyavmaner pabom npodemorncmpuposanu conocrmasumyrn
apgpexmusrocne U be3onacHocms pumyrcumMaba™* 6 dose
375 me/m? Ned ¢ unmepsanom 7 oneir u yuxiogocda-
Muda** 6 cmandapmoli dose (6 pescume nyavc-mepaniin
6 RITUXVAS, npu nepopansrom npueme 6 RAV'E) oz
undyxyuu pemuccyu AAB. Caedyens ommenmurns, unmo 6 npo-
moxone RAV'E dossa nayuennos ¢ mancesviym nopascerem
nouex buraa esnauumensviod. B npomoxose RITUXTAS
yuacmeosanu nayuermor ¢ mancesvim AHLLA-I'H, npu
I0M PUMYKCUMAat™ ™ He yemynan yuxaogochamudy™* 6 om-
Houteruy soccmarosaerus noxasameneti CKO. Conocmasuy-
Mas ¢ npuMeHeruem yuraogpocamuda™* sggexmusrocms
pumykcumaba™* y nayuenmos ¢ mancesvivm AHILLA-I'H
(CKD <20 s/ mun/ 173 a2, 6 m.u. noayuanmux 311T)
Ovt.11a 1maKswe NPOOCMOHEHIPUPOBAHA 8 O1I0CAbHBIX CPUAX Hal-
baroderutl u pempocnexmusrsrx uccaedosarugx [120).
Taxum obpasom, pumyxcumad™* npedcmasanenca 3g-
exmusrot arvmepranusot yuraopocgamudy’**, odnaro

Ta6bnuua 12 | Koppekuus aosbl uuknodochammupa** ana BHyTpUBEHHOTo BBEAEHNA 1 NepopasibHoro nprema [112]

BHyTpuBeHHOe BBepeHue

MepopanbHbIi nprem

Bospacrt, ner
pCK® >30 mn/mun/1,73 m2

PCKD <30 mn/mun/1,73 m2

pCK® >30 mn/mMun/1,73 m2 pCK® <30 mn/mMunn/1,73 m2

<60 15 mr/Kr 12,5 mMr/Kkr
60-70 12,5 mr/kr 10 mr/kr
>70 10 mr/kr 7,5 mr/kr

2,0 mr/Kkr/cyT 1,5 mr/kr/cyT

1,5 mr/kr/cyT 1,0 mr/kr/cyT

1,0 mr/kr/cyT 0,5 mr/kr/cyT
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OnvIMm €20 HPUMEHEHUS ) NAYUEHNO0E ¢ ANCCABIM NOPace-
HiteM 1oeK 6 Hacmoauee spemsa ozpanuer. B ceasu ¢ smum
) nayuern06 ¢ Haubosee mancessimy gopmamu AHIL LA-I'H
Go.1e€ PEONOUMIUINENBIHBIM CACOYENI CHUINAIND HASHAYEHIUE Yl
Kaogocamuda™*. Pumrycumat™* caedyem pacemanpusanss
8 Kauecimee npenapania nepeozo pﬂ&a ) nayuenoe M04100020
603pacma ¢ yeavto coxparenusn penpooyKmusHot PyHKyu,
a marnce y nayuenmos ¢ HenepenocuMocrIvio Ul 1mAmNce-
LMY HEHCCAAIMENBHBIMIU ABACHUAMU 7EPANUU YUKAOPDOC-
damuda™,

Caredyem ommenumv, 4mo uacmona passumus ungpex-
YUOHHBIX 0CA0NCHENUT npU npuMeneuy pumykcumaba™*
u yuraogocamuda™* buraa conocmasuma 6 PKIT RAVE
(7% u 7%, coomeememseriro) u RITUXTZAS (36% u 27%,
coomeememeenro) [118, 119]. Onybaurosannerii 6 2020 e.
MA noxasan, umo 6 yeaom yacnioma HHDEKYUOHHBIX 0CA00H-
HEHUIL ) RAYUEHIN08, NOAYHABHULUX ACYEHHE PUNYKCUMAbOM ™
cocrmaganen 15,4% (6,5 cayuaes na 100 nayuennmo-nen Ha-
barodenus) [97].

Pumyxcumat™* caedyem nasnavans 6 sude sHympusen-
Herx: ungysudl 6 0ose 375 me/ m? Ned ¢ unmepsanom 7 oweii
unn 6 dose 1000 vz Ne2 ¢ unmepsanom 14 onei.

Anvmepnamuson nasnauenuro pumyxcumadba** 6 gux-
cuposarmsIx 003ax Modwcens 0v1ime UHOUEUOVANBHBLI PeNcUM
¢ konmposem wucaa CD19+ B-umgpoyumos 6 nepugpepue-
CKOUL KPO8, 01pasdarHutii npi 6b160KOM pUcke passunuA -
102aMMazN00YAUHEMUU U OPYIUX HENCeNANIENbHBIX ABACHUL
mepanuu. 1 Ipasuia npuzomoeienus, xparenus, 66edeHus pu-
MyKCUMAba™* co0meenicimney0m UHCIPYKYUI 10 HPUMEHEHIIO
sekapemesenitiozo npenapama (<l Lpunoocerue A3»).

o V Beex marmentos ¢ AHIIA-I'H Mbr pekomerayem
PACCMOTPETh CHUKEHHUE KYMYAATHBHOM HAIPY3KH
TAFOKOKOPTHKOHAAMHE B COCTAaBE KOMOMHUPOBAHHOM
HHAVKIIHOHHOM Teparmu 3a cueT 0DoAee OBICTPHIX
TEMIIOB IIEPEXOAA HA IIOAAEPKHBAFOIIHE AO3BI
(raba. 13) [121-123].

YpoBeHb yOEAUTEABHOCTH peKOMEHAAIMI A

(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 2)

Kommenrapun: s Gosvutuncmse onyoaukosanisrx
PKI 0aa seuerun AAB Gvi1 ucnosvsosar npednusonon™*
Ul €20 amnaso 8 Havaivron dose 1 mz/xe/cym, unozoa
¢ oepanuuennem maxcumansioi doser 0o 60-80 e/ cym
¢ 110C160Y HOWUM NOCIIENEHHBIM CHUMCEHUEM 00351 00 11000¢p-
scusaromeis (5-10 v/ cym) x wonyy 3-4 mec. aevenuq [112,
118,119, 124).

Iayuenumam ¢ mamesvem AHIIA-I'H wuau
AHILIA-I'H 6 couermanuu ¢ nopasieruem aeckux npu uri-
YHayUU JeHeHUA B03MONCHO NPUMENENHIUE 2/10KOKOPIIUKOU)06
6 peacune myavc-mepanuu (Memuanpeonusonon™* 0,25-1,0 ¢
6/ 6 kaneawio 1-3 ungpysuu) d1a undyxyuu pemuccuu u Goee
burcmpozo docmuowerius pemuccun [115, 119, 125] do na-
Ya1a AeUers nepopanbsIMU POPMAMU 2A10KOKOPIIUKOUIOE.
ITpu docrmusrcenun nososcumensiot durarmuxu cocnosnus
nayuenma ocHosanuil nposodUnIL NoBIIOPHsLE UHGPY3UU 2110-
KOKOPIIUKOUI08 6 x00e 0anbvieluieo AeUeHus 1Hem.

Temner cnuncertus 00361 2A10KOKOPIIUKOUIOE 0MAUYA-
AUcy 6 pasauunsix uceaedosarnusnx. Cruerine 00361 2a10-
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Ta6bnuua 13 | Temnbl CHKEHUA [03bI FIOKOKOPTUKOMAOB
(B nepecyete Ha npegHu30n0H**) B npoTokone PEXIVAS [121]

Hepens Macca Tena naumneHTa
neyeHna <50 kr 50-75 Kr >75 Kr
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 7,5
19-20 5 5 5
21-22 5 5 5
23-52 5 5 5
552 B cooTBeTCTBUN CO CnoXmBLLENcA

NoKanbHOW NPaKTUKOM

KoKopmuxoudos auurnasu nocae 1-4 redesv aevernug [112,
118, 119, 124, 126]. Patouei epynnoir EULLAR/ERA-
EDTA no paspabomne pexomendayuii no seuenur AAB
06110 Yermaro6.aeno, 4mo crumceriue 003l 2A10KOKOPIIUKOU-
006 00 10 Jz/ cym no npednusonony** 8 cpedrem nposoduin
3a 19 ned., a do 7,5 me/ cym — 3a 21 ned. [125].

B PKU PEXIVAS conocmasaenst sgpgpexmugrocnrs
U Ge30nacocb 08YX cxeM AeHeHIUA 2A10KOKOPIIUKOUDaAMY —
MPadUIHOHHOI 1 ¢ ObICHIDBIM CHUNCEHUEM 00301, 1IPU KOWIOPOM
Havanstan dosa mpednusonona™* cocmasanna 1 me/xe/ cym
U 3amem CHUNCANACH 6060¢ CO 6710DOM HeOeaU Jederiis,
a 0osa 7,5 me/ cym Gvtaa docmueryma k 11-15 ned. aeuenuan
(maba. 13) [121]. Ipu conocmasumoi s¢pgexnusiocniu se-
YeHUA, YUCA0 HENCCAANENBIHBIX ABACHIUI, 6 NEPEYI0 0epeds Ut-
exyuonnvix oca0mcHeH U, 06110 00c11086pHO HuwHce 6 ehynne
bwtcmpoeo cruoicerns 003el earoxoxopmuxoudos. B uceredosa-
Hite 0b1210 6KAIOUEHO CYUYECIIBENI0e KONUUECHIE0 NAYUENHIN06
¢ BbIpaNceHHOll QUCHYHKYUEH NOYEK Ha MOMEHM! Hadand Je-
ueHua (Kouyenmpayua Kpeamunura é 0eorme 3abo.1e6anus
>500 mxmons/ 2y 29% nayuennos).

Y nayuermos ¢ mancenvirn AHLLA-I'H moscens bvime
onpasdaro nposederte 1-3 ungbysuti memuanpednusonona™*
6 dose 0,5-1,0 2 6/ 6 kan. o nauasa sewenus nepopansiwri
Gpopmanu earwxoxopmuxoudamu. B pempocnexmusom xo-
eopmrom ucenedosaruy 2019 e. bvrau conocmasaenst pesys-
mamet aeuerun 114 nayuernmos ¢ AAB (meduana xonyen-
mpayun Kpeamunura cv160pomi 00 Hauaia jeverus 619
(530-790) mrmons/ 1), nosyuasuinx cmandapniyno undyx-
YUOHHYI0 11€PaANUI0, ¢ BPUMEHEHUEM MEMIUANDEOHUI0A0Ha™ ™
6 peswcume nyavc-mepanuu ua oes weeo [127]. Iloxasamenu
BLIANCUBACMOCIIM, D017 NAYUCHIIOE ¢ B0CCHIAH0BACHHEM DYHK-
YU NOYEK 1 YaAcHIO0mIa PeyUuIUE08 bblau CONOCIIABUMYL 6 00eUX
epynnax. Ilyavc-mepanus bvisa accoyuuposara ¢ boavuum
DUCKOM paseumua un@eKynonnsLx 0ca0cHeNUll 3a nepsvie
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3 Mec. sredera i caxaprozo duabenia, a ee, 66posINIHO, cAeQYent
npuMenams 6 0.1ee MANCCABIX CAVUALX.

TTpunumaz 60 enumarie cympecrmeenioe wucao mancenvix
HENCCAAIICNBIBIX ABACHUT 17EPanill eA10KOKOPIIUKOUOAM!,
a maknce pesyabmiantbl 0Ny AUKOSaNbIx ucc1e006autl, npeo-
CIABAACIIA mpw&aﬂﬁoﬂ payuonassiag MunuMusayua npo-
00/1HCUIICNBHOCIIN AeHENIA 2AKOKOprIUKOudam. B yesom,
MPOOOSINCUIIENBHOCIIS JICHEHIUA U 1ML CHUNCEHUA 0031 Ce-
Qyenr onpedensme uHOUEUOVANBHO Y Kanedo2o Nayuensid, 00-
HAKO MaKcuManvias Hauaavias 003a tie 0019cHa npessiuianty
1 e/ ke cym no npednusonony** (1o ne Gosee 80 me/ cym),
HPOO0ANCUIIENBHOCIIE ACUEHUA 6 MAKCUMATBHON 003¢ 0049/CHA
Ob17116 10 603MOINCHOCIIU MUHUMUSUPOSAHA.

e V maunenros ¢ AHIA-TH, pCK® 215 ma/mun/
1,73 M2, He HYKAAFOIIUXCH B IIPOBEACHHH 3aMECTH-
TEABHOH IOYEYHON TCPAITHH 1 MHBA3HBHON BEH-
THAAIIIH AETKUX, MBI PEKOMEHAYEM HCIIOAB30BATD
aBAKOITAH B COYETAHNH C ITMKAOochaMIAOM*™* man
pPUTYKCHMAOOM™ B KadecTBE AABTEPHATHBBI HA3HA-
YEHHUIO 'AFOKOKOPTHKOHAOB B BBICOKHX AO32X AAfA
HIPEAYIIPEKACHISA ITOOOYHBIX 9D (HEKTOB ITOCACAHIX
n Aoctikenus pemuccun [128, 129].

YpoBeHBb yOEAHUTEABHOCTH pPEeKOMEHAAIHIT A

(YPOBE€HBb AOCTOBEPHOCTH AOKA3aTEABCTB 2)

KommenTapum: asaxonarn — manas mosexyaa, kono-
pas baoxupyem peyenmoper C5a Komnorensna Komnaemeria,
7eM CaMbIM N00ABAAA XeMOMAKCUC U aKIMUEAY10 Hellnpo-
Punos. Kaunuuecroe ucenedosanue 111 pases ADV OCATE
noKasazo, umo Hasnaverue asaxonara 61ymps 6 dose 30 me
2 p/cym 6 couemanuu ¢ pumykcumabom™* uau yurao-
pocharmudom™ ™ ne yemynaem no sgpgexmusrocnu cmat-
0apmHoti KOMOUHUDPOBAHHOT mepaniii ¢ UCHOAbIOBAHUCM
2A10KOKOPIIUKOUOOE 6 OMIHOMEHIN HaCHI0Nbl 00CHIUINCEH A
pemuccuy na cpoxe 26 1ed. u npesocxodum ee no vacnione
Qocrmuaweriun pemuccun Ha cpoxe 52 red [128]. B epynne se-
YeHuA asaKonanoM no CPasHennIo o cmandapmnoll mepa-
nuet makace 6s110 ommeyerio yeeaudernue pCKP no cpas-
HEHUIO ¢ UCXOOHBIM SHaUeHueM Ha poxe 52 Hed.; pasmuya
Meawcdy epynnamu cocmasuia 3,2 ma/ mui/ 1,73 m? (95%
AU, 0,3-6,1), a cpedu nayuennios ¢ ucxodHsiMm sHaueruem
PCKD <30 ma/mun/ 1,73 M2 — 5,6 ma/mun/ 1,73 m?
(95% AU, 1,7-9,5). Post hoc anaaus dannsix ucciedosa-
g ADV OCATE noxasan, umo naubosee sipasiceriiivil
sgpgpexm asaxonana 6 ommoutenun soccmarwsaeriun pCKD
Habawanry y nayuennos ¢ uexootvim suaveruem pCKD
<20 ma/ mun/ 1,73 m: & 52 ned. pCKD 6 cpednem yseau-
wunace na 16,1 ma/murn/ 1,73 M, 6 mo 8pemsa xax 6 epynne
Crmandapmnoll mepanuu ¢ UcnoNb06aAHUeM 2A10KOKOPIIUKO-
1006 7,7 ya/mui/ 1,73 s [130]. Kpome mozo, sevenue
aBaKonanom npusoduaso K Gosee GbicipoMy CHUNCEHIUIO anb-
Gymunypuy [131].

Credyem ommemums, umo 6 cpynne AeUenus agaxo-
narom 75% nayuenmos npunumanti eA10KoKopmIUKouds:
6 nepuod ckpunurea (ux 003a 0oHcHa bviaa bvime cHumNcera
00 20 mz/ cym 6 nepecueme na npednu3onon** x wavany uc-
cnedosarus u 00 noarol ommenst Kk 4 wedene). Kyvyaamusmasn
003a (per o5 u 6Hympusenio) 3a 6ce 6pemsa uceae06anUA co-

cmasuaa 6 cpednem 1349 me 6 nepecuene na npeorusonon™*
6 epynne sederus asaxonarnom u 3655 me 6 epynne sederus
npedrusonorom [128]. Hemenamenvuvre ssaenus mepanuu
2OKOKOPIIUKOUOAMI, BbIPANCEHHOCIIL KONIOPBLX OUYeHUBAN N
KOUHECHIBEIHO 110 BeUYUHE UHOEKCA 1OKCUMHOCIIN 2A10KOKOD-
muxoudos (Glucocorticoid Toxicity Index [132)), bvrau sna-
YUMO Meree BbIPANCEHHBIMU 6 SPYNNE JCUEHIUA dBAKONAHOM.
Taxum obpasom, npu nposedenuu undyxyuorrod mepanuy
Moscen? Oty npuMerena KoMOUHayus asaKonana ¢ Hu3Ko-
Q03HBIMU 2A10KOKOPIIUKOUOAMU 6 711e4ele KOPOIIKOzo 1epuoda
spemerii.

Caedyens ommentups, umo 6 uceaedosartue ADV OCATE
e exarvanu nayuennos ¢ pCKO <15 maf/mun/ 1,73 m?,
a maraice ¢ QUPPDY3HBIM aNbECONPHBIM KPOBOTIEUEHUEM, KO-
mopoe mpetosano uneasusnoll senmusayun seekux. Brecme
¢ 7116M, OarHbIe PeansHotl KAUHUMECKON NPaKmuKi YKasvi6aron
Ha IPPEKMUEHOCHIL ABaKoNara U 80IMONCHOCHIL €20 NPUMe-
HenuA y smux Kameeopud nayuerimos [133, 134].

Dpgpexmusrocnn u besonacrocms asaxonarna ta cpoxe
12 nedens aeuerun bersa usyuera 6 08yx eborsuux PKIL.
B uccnedosanuy CLASSIC ¢ yuacmuem 42 nayuernmos
Ovrny marksce ommeyenst Goee Gvicimpeie memMnst 60ccma-
Hosaenus pCKD u Gonvuan wacmoma docmuncerus novey-
Ho20 omeema 6 cpynne Aeverus asaxonanom 6 dose 30 ye
2 p/ cym (6 covemaruu co cmarndapmnoii mepanued) no ¢has-
Henuro ¢ asaxonarom 6 003 10 vz 2 p/ cym (8 conemanuu
o crmandapmnod mepanueti) u cmandapmnoi mepanuei
(es1r0K0K0pIIUKOUIBL 8 COUCImanul ¢ YuKA0PDochamudom™*
uau pumyxcumabom™*) [135]. B uecnedosanuy CLEAR
KoMbuayusn asaxonara (¢ ea10KoKOPIUKOUOAMU 6 HU3KOU
dose wau bes nux) u pumykcumabom™* uay yurxaopocdha-
MUdOM™* 1e yemynana cmandapmnoil mepanuu 1o 4acnione
docrmuncerius omeema « 12 wneo. aewernun [136). Aunamuxa
soccmarosaenus pCKD, a marmce cruncenus coommouterus
anvOYMUH:Kpeamunun 0vrau conocmasumsl 60 6cex mpex
epynnax.

Taxum obpasom, nasnauenue asaxonana naubosee npeo-
NOUPIUIIENDHO ) NAYUEHIIOE ¢ 6BICOKUMU PUCKAMU Pa36UnIuA
uf uau npozpeccuposaria mANCEAbLX HeNHCeAAINEAbIHBIX AB/IE-
HUtL 17epaniii. CucmeMnuiMy. 2A10KOKOpIUKoudamu (onnop-
Ty HUCIUMecK e UHGbeKy U, caxaprylil duabent, ocnieonopos,
Kamapaxiia, A36eHHas 00.4e31s nes)oKa u 0seHadyamuneper-
HOU KUZUK, CIIEPOUOHAT anmpodun Ko, crmepouoHan Muo-
namus, HeluponcuxuampudecKue npoaeaeHis, oxcuperite u ép )
(em. <« Lpunoocere by —anzopummer dedicmeuni 6paya).

Aaumenviocms aeverun asaxonarom (52 wedean s PKIL
ADVOCATE) mosncen Geime cokpamena, ecau pemuccis
Gore3tiut ta Gpore e2o MPUMEHEHIUA 6 COCIIABe KOMOUHUPOBaNION
mepanuu Gydem docmuzHyma parviie ¢ nepexodoM Ha noo-
depocusaromyyro mepanur. Poae npenapama 6 nodoepacariuu
pemuccu ocmaenica npeomentom 0y0yupux ueeaedosari.

oV oraeapnnx manuentos ¢ AHIIA-I'H u Bercoxmm
PHCKOM HEKCAATCABHBIX ABACHUIN TEPAIIHH TAIO-
KOKOPTUKOMAAMH B BBICOKHX HAH CPEAHHX AO32X
MBI PEKOMEHAYEM PACCMOTPETH IIPUMEHEHHE KOM-
Ounanuu purykcuMadba*™* ¢ muxaodocdammaom™*
U TAFOKOKOPTUKOHAAMH (B CHEKEHHBIX KYMYAfTHB-
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HBIX AO32X) AAfl MUHHMHU3AINN TOKCHYHOCTHU I10-

CAEAHUX H HHAYKIIHH pemuccun 0oaesuu [137, 138].

YpoBeHb yOeAHUTEABHOCTU peKOMeHAAanuii B

(YpOBEHb AOCTOBEPHOCTH AOKA3ATEABCTB 3)

Kommenrapum: spgpexmusiocms u besonaciocms
001H08peMer020 npuMerenus pumyxcumaba** u yurxao-
Gocpamuda™* oag undyxyuu pemuccuu AAB ne usyuasu
6 PKH. Ooraro 6 uccaedosanun RITUXVAS, 6 xomopom
YUACIIB08ANY NAYUEHNILI € IANCCABIM NOPANCEHUEM NOUEK,
nayuenmyl 6 ;pynne Aeuenus pumykcumMabom™* maroe no-
Ayan 08e ungpysun yuraogocpamuda* 6 dose 15 me/ xe
6 edean 0 u 2.

Kombunuposarnyro mepanurn pumyrcumaborn™*, yurio-
Pocpamudom™* u eawKoKopmuroudaMmy UsyHalU 6 HeKor-
TIPONUPYEMBIX UCCACO06ANUAX, OCHOBHOU YeNbI0 KOMOPBIX
CIMaNA OYeHKa B03MONEHO20 CIIepoUd-coepecarmyeo P pexma
KoMmbOunuposanroli mepanuu. B uccaedosanue Cortazar et al
butu exaroerst 129 nayuenmos ¢ AAB, y 58,1% w3 xonmo-
i Owt1 Quazrocnuposar Geicniponpozpeccupyronutl eaomepy-
soreppum [137]. Bee nayuermer nonyvany pumykcumad™*
8 UHOYKYHOHHOT 003¢ 2 2 ¢ 10CAEOY UM 868C0eHUEM 110006DIHCU-
saruperi doser 1,0 2 kaneowte 4 mec., yuxaogpocpamud™** per
05 6 Hauavioi doze 2,5 yz/ ke/ cym na npomanceruu 7 onei,
samem — 6 dose 1,5 e/ e/ cym 6 meuenue 7 1eo. ¢ koppex-
yueti doser no CKD, u ennwxokopmurouds: (npednusonon**
6 Havanwion 003 60 mz/ cym, ¢ nocaedywmum Guicmpsim
cruncerem 03wt 0o 15 mz/ cym k 5-ii Hedese severus, samem
003y crumcany ra 2,5 me/ 1ned do noanoi ommern). Yacme
nayuen08 marxnce noAYHald LAOKOKOPIIUKOUOsL 6 PenctMe
myasc-mepanui u naaiMoobMert. Pemuccus sabosesanus bviia
docrueryma y 84% nayuennios K 5 mec. aeuerus, a 6 mede-
Hile n0caedy10ec0 200a Peyudus 3aboae6arus Passusica Auis
) 001020 nayuenma. Dnuso0s: maNeNbIX UHPEKYUOHIBLX 0C-
JA0xcHenutl Gurau sapecucrmpuposanst y 13 nayuennos, gpeou
HUX — ) ceMU nayuennos Ha Qore Helmpone, umo cmano
HPUUHHOIU TIDEX NEMANBHBIX UEX0008.

B uceneoosanuu Pepper et al yuacmeosanu 49 nayuernnos
¢ AAB, y 48 us xomopeix berno 3apecucmpuposaro nopa-
acertue novex (v 44 noomeepawoero mopgponozuuecku) [138).
Bee nayuenme: noayvanu pumyxcumat™* ¢ cymmaprod dose
2 &, yuraogpocpamud™* ¢ sude uecnu 8/ 6 ungysui 6 dose
500-750 we, 1-2 6/ 6 88edertun memuanpednusonona™, npeo-
Hu30401** per os 6 doze 0,5 mz/ ke (ne boaee 30 mz/ cym)
6 meuenue 5 Oretl ¢ nocaedyronyeli ommertol 6 zpynne 1 u 6 dose
60 M2/ cym 6 mevenue 7 Omeii ¢ nocaedyomum cHudmceHUeM
00 45 jae/ cym 6 meuenue euge 7 Onei u nocaedyiomeil onive-
ot 6 spynne 2. Pesyvmantvr aevenus cpasnusant ¢ ucmo-
pueckuM Konmpo.aem, npeocmasaetbiM conocrmasuMsMu
chynnamu nayuenmos, Yuacme06dsuiuX 6 NPomoKoaAax
EUVAS (CYCAZAREM, CYCLOPS, MEPEX)
u RITUXVAS. Aosas nayuennios, naxodusuuxcs é cocnio-
Anun pemuccun sabonesarus uepes 12 mec. nocie nauaia je-
yerus (98%), a marace 00412 aemanviivrx uexo006 3a nepswie
12 mec. (6,1%) Gvrau conocmasumer ¢ epynnamu EULAS
u RITUXVAS. B mo awe 6pemsa, uacnoma mancesvrx usi-
Gexyuii (10,2%) bvtna conocmasuma ¢ epynnoii EULAS
u docmoseprio nuce, wem 6 epynne RITUXTVAS. Kpome
71020, CheOU nayuennos, noAYUABUUX KOMOUHUPOEat Y10
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mepanuo, He 0b110 3aPUKCUPOAHD HiL 001020 CAYYaAA (Il
poudioeo caxaprozo duabema, vacmoma passumus Komopozo
6 npedutecmsywmux uceaedosaruax docmuzaia 8,2%.

Taxum obpasom, dannsie ceputi Habawdenuti ceudenens-
CIIBYI0M 0 6bICOKOM Cepoud-chepecaromem nomenyuane
U npueMaAeMom npoguse besonaciocmu KOMOUHUPOSanHol
mepanuu pumyxcumabom™* u yuxaogpocarmudom™*, 6 nom
unene y nayuenmos ¢ AHILLA-I'H, 0dnaxo wedocmaniouro
Bb100K0€ KaAecnigo onyoauKoBamnsLx ec1e006anutl He n0360-
JIRENI paccmanpusanty npuMerere nodobsx cxem 6 Kae-
cmse pymunrozo nooxoda k seueruro AAB. Bosmoscrocnrn
HasHauenus KoOMOUHUPOBAHHOU Yumocmanuyeckol mepanuu
CAe0yenm paccManpusans y nayuennos ¢ manceabiM meye-
HieM 3a60.068ariA 1 BbICOKUM PUCKOM HENCENANIENbHbIX AB16-
HULE 1716panuty 2AHKOKOPIIUKOUOaM, 11DeGY0uHX COKDatYeHUA
UX KyMYAAIUH0U 00301.

o AAl HHAVKIINH PEMICCHH § OTACABHBIX ITAIIN-
eartoB ¢ Hermkxéanim AHIIA-TH (kpeatunnn
<354 MKMOAB/A, HE HYKAAFOILUXCA B LIPOBEAC-
mrn 3[1T) B OTCyTCTBUE TAKEABIX / KUSHEYTPOKA-
fornux npossacauil AAB u/nan nipu nporusoro-
KA32HHUAX K HA3HAYCHUIO MAH HEKEAATCABHOCTH
IpruMeHeHns DTUKAODOchaMIAA™* MBI peKOMEHAYEM
paccMoTpers npuvenerne HFyukoderoaara Mode-
Aa** B A03e 2-3 1/cyT B TedeHue 6 Mec. B coueTa-
HUH € PAFOKOKopTuKouAamu [139-141].

YpoBeHb yOEAHUTEABHOCTH pPEeKOMEHAAIMI A

(YPOBEHB AOCTOBEPHOCTHU AOKA3aTEABCTB — 1)

Kommewnrapun: pesyismane: mpex NMA ceudemens-
cm8yom 0 nmom, umo spgexmusrocns Hmuxogpenorama
Moemuna** u yuraogpocpamuda™* o1a urdyxyuu pesmuccu
npu AAB e scusneyeposrcaromezo mevenus conocmasums
[139-141], a wacmoma pemuccuii y auy ¢ AHLLA-I'H do-
cmuzana (92%, 76-100%) [141].

B 2008 u 2009 ec. 6wrau npedcmasaenst pesyavmarns:
08y HebobaUX UCCAC008aMUT, 6 KOMOPLIX CPABHUEANY
sgppexmusrocme Hyuxogeronama mopemuaa™* u yurao-
Gpocpamuda™* y nayuenmos ¢ AAB ¢ nopaswernuem nouex
bes acusieyepocarmux nposeaenuil sabosesarnus. B oboux
uccaedosanuax npumenerue Hmuxogpenosama mopemuna**
11036011410 Q0OUIIBEA BOCCIIANOBACHIUS PYHKIYUIU NOYEK ) Yachll
nayuen06 (3Pexns conocmasum ¢ npUMeHeHUEM Yuxrao-
docamuda™* y Kornnposviodl epynnst), a marHce CHUNCHUA
obumeti akmusrocmy saboqesanun [142, 143).

B 2019 <. Ger.1u onybauxosarnst pesyavmanrvr 08yx PKU,
6 Komopuix nposodusocs usyuerne spgexmusrocnu Hiyu-
Kogeronama mogdenmuia™* 6 cpasrerun ¢ yurxaogpocharu-
00:m™* dng undykyuu pemuccun npu AAB. B uccnedosaruu
Tuin et al. yuacmeosanu nayuenmer ¢ obocmperuamu AAB
063 HCU3HEYSPONHCAr WY UX MPOABACHUL 3a00.168arNA, CHedu Komo-
prix nopasceriue noyex ber10y 75%, a meduaria Koryernmpa-
yuy Kpeamuruna 6 cor80pome kposu cocmasuaa 1,2 (1-1,7)
zef on [144]. Qacmoma docmusncerun pemuccuu nocae 6 vec.
Jeyerus cocmasuaa 61% 6 epynne nayuennios, nosyuasuux
seuertue Hmuxogernosama mopenunom** 6 dose 1 2 2 p/ cym,
u Gvr.aa tuice, weM 6 spynne Jederius yuxaogpocgharudom**
6 duse 2 me/ xe/ cym nepopanwro (81%). I loxasamenu Gespe-
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yuousHoi svircusaemocmy 3a 2 u 4 z00a nabarodenus bviau
conocmasumesr 6 obeux epynnax. B uccnedosanuu MYCYC
Gutna conocmasaena Ipgexmusrocms aevenus Hyuxogpe-
Honama Mmopemunom™* 6 doze 2 ¢/ cym (¢ 603moancrocnvio
yseauuensn 00362 00 3 2/ cym npu HexoHmposupyeMOoM miede-
Huu 3abonesanus) u yuxaopochamudom™* ¢ dose 15 me/ ke
8/ 6 Kan. Kamdwre 2-3 ned. y nayuennios Ges scusieyzposca-
rouux npossaeHull saboaesarus (nopascerue novex y 81%,
meduarna pCKD 47 (27-70) ma/mun/ 1,73 m?) [145].
Yepes 6 mec. sevenus 00442 nayuernios, 00cmueuiux pemuc-
cuy 3abosesarnus, 0viaa CONOCINABUMA 6 06eux pynnax;, o0-
HAKO Yacmoma passumus peyudusos saboesanus 6eria svise
6 epynne aeverus Hauuxogenosama mogpemunom**,
Taxum o6pasorm, Hyuxogperonama mogpenus** ymomncem
Obimb UCHONB306a1L 6 KAMECIIBe anbimepHamuss: yuxaogpoc-
Gamudy** u pumyrcumaty** y nayuenmos ¢ AHLLA-I'H
remancenoeo mevenun. Ilpunuman 6o énumarnue darnsre
0 bosvuuell wacmome peyuousos y nayuennos, noAYHasmux
Hmuropernonrama mopemus**, npedcmasagemea yeqe-
CO00Pa3BIM UCNONBI06AIIL NPENnapart NPeUMYmecrIeeno
y nayuenmos ¢ MITO-AHILLA, nockonrexy I1p3-AHIIA

ABAAENICA PaKIMOPOM pcKa 06ocipens 3a00.1e6aHus.

e Mur pekomenayem marpenTam ¢ Tmxeasim AHITA-I'H
nu/uau ¢ cogetaauem AHITA-TH ¢ arta-BMK 6Go-
AE3HBIO IIPOBOAUTD IIAA3MOOOMEHEL AASl IIOAABACHIS
AKTUBHOCTH 3a00AEBAHUSA M CHIUKECHHA PUCKA Pa3-
BHUTHA TEPMUHAABHOM ITOYEIHOIN HEAOCTATOYHOCTH,
TpeOyIoIell IPOBEACHH 3aMECTHTCABHOMN II0-
YEYHON TEPAITHH B KPATKOCPOYHOH IIEPCIEKTUBE
[1406, 147].

YpoBeHb yOEAUTEABHOCTH peKOMEHAAUI A

(YPOBEHB AOCTOBEPHOCTH AOKA3aTEABCTB — 1)

Kommewrrapum: obsem sxeghysu, menod 60cnosmenns
u yueno npoyedyp naasmoobmerta npu AAB ne cmarndapmiu-
306anvt. B sasucumocmu om mancecmu cocmognus nayuenma
obvem Ixcgysuu moscem cocmasaames 0koa0 60 maf ke
(1-1,5 pacuemrozo obvema), a occmarosaerie u 1000epsa-
Hite 0bveMa yupKyAUpY1ouyell Kposu npu 603HUKHOBEHUU €20
depuyuma 6 xode NAaIMOOOMEHA MOKHCEN! NPOUIBOOUNIBCA
aodexsanmmsiM 00beMom arvbymuna**, pacmeop oan ungy-
sud, u/ uau csexcesamoposnceron naasme (C3I1). Tlpume-
were C3L1 noxasaro y nayuermos ¢ ougd@dysneim arvéeo-
saprwim kposomeuenuem (AAK). Ienecoobpasro nposederue
6-9 cearcos ¢ unmepsanom 1 dens, a y nayuernmos ¢ AAK —
eanceresHo.

Dpgpexmusiiocms naasmoobmena npu AAB ¢ nopa-
HoEHUEM NOYEK, 6 1.4, ¢ OUANUI-3AEUCUMOL NOYeUHOll 1edo-
CIamouocmbio 6 debrome 3abosesarius, Oviaa USHAYANBHO
npodemoncmpuposara 6 reboavuux PKIL [148, 149].
B wuccaedosarnun MEPEX ¢ yuacmuem 137 nayuernmos
¢ AHIIA-I'H u noswiatenuem yposna Kpeamurinura
>500 mxmonn/ 2 mpucoedunerue niasmagepesa K mpadu-
yuoHHot mepanuy yuraoPpochamudom™* u earxoxopmiu-
Koudamu noKasao 6b1coky10 IPPeKMUeHocHL 6 0NHOUEHIN
60CCman06.aenua PYHKyuU nouex Ha cpokax 3 mec. u 1 200
[124]. Odnaxo obuas svincusaesocnv bviaa conocmasuma
¢ SpYnnoll CrRandapIInozo AeyeHuA.

B nautonee xpynnom PKH, nocsamperom usyuenurn
sgpgexmustocmu niaasmoobmerna npu AAB, yuacmeosasu
704 nayuenma ¢ mameavim AAB [121]. Kpumepusmu
sxaruerusn Gorau pCKO <50 maf/mur/ 1,73 s win AAK,
P 370M Ha MOMEII! SKANUEHUA Meduara Konyenmpayun
Kpeamuruna cer8oponiku kposu npessinitana 300 ymxmons/ 1,
a npubausumenso 20% nayuennios Hyxnoanucs 6 aeveruu
Quanusom. Bee nayuenmvr nosyvany aeverne yuraogpocga-
MUOOM™* AU PUmyKcUMado ™ u Gerau cayvainsim 06-
pasom pacnpedesensr Ha uemvipe cpynnvi 6 cOONIHOULEH N
1:1:1:1 (comn. maba. 13): neuerue niasmoobierom 6 codenma-
HUl ¢ 2A10KOKOPIIUKOUOGMU 110 1PAOULUOHHOI CXeMe, AeUerile
MAGZMOOGMEHOM U 2A1OKOKOPIIUKOUOAMI 8 YMEHbIEHHOU 003¢,
J1eHeriite 2A10KOKOPIIUKOUOAMU 6 7Paduyuoroll dose bes n.as-
MoobMera, aedere 2A10KOKOPIUKOUOGMHU 6 YMeHbULeHHOl
dose be3 naasmoobmena. Qacmoma paseumus Komnosunioi
koreunot mouxu (ITIH sy aemanviviii uexoo) oxasasace
Conocmasumoll y nayuernos, noayuasuiux (28,4%) u re no-
ayuasuiux aedenue niasmoobmerom (31,0%).

B MA, onybauxosarrom 6 2011 ¢., bsrau obobuyerv pe-
syasmamer 9 PKU, oyenusasmux sauanue niasmoobmera
ta uexodsr AAB. Beiao yemanosaero, wmo npumeneriue
NAGIMO0OMENA 6 COYermanuu co cmandapmmon mepanuer
cnugncaen ommocumenvisiil puck passumun TTIH na 36%
(ommocumenvisii puck (OP) 0,64 (95% dosepumenstivii ur-
mepsan (AM) 0,47-0,88), odnarxo e oxassisaen swauumozo
BAUANUA Ha PUCK Aemanviioco uexodd. B NLA, komopeiii 61
onybauxosar 6 2021 . u sxarwyan pesyavmanst 5 ucciedo-
sanutl, 6 m.u. PEXTVAS, marnce 6v1.10 nodmseparcero do-
CI1066pHOe CHuNCerte omHocUmeab020 pucka passumiua TTIH
6 Kpanikochourol nepenexmuse (nepésie 3 Mec. nocae Havasa
JCHEHUA) ) NaAYUeNI 108, NOAYHUABIULUX NAAZMOOOMEN 8 00101
Herue K comardapmnon mepanuy [146]. B MA 2022 . Ger10
1POOeMOHCIIPUPOBaHD, U0 Nposederie NAaMO00MeHa CHil-
awcaem puck passumus TTIH na gpoxe 12 mec. (ommocumens-
watti puck 0,62 (95% AU 0,39-0,98), 0draxo mosmcens beinre
ACCOYUUPOBATL ¢ NOBLIUEHHBIM PUCKOM UHGDEKYUOHHBIX 0C10MC-
Hewuti — OP 1,27 (95% AU 1,08-1,49) [147]. 1 Lpu smom
pasmep sgpgexima 3asucen o1 MANECHIN NOPANCCHUA NOYEK:
crunceriue abeonrommnozo pucka TTIH « 12 mecayam cocma-
sun0 4,6% (95% AM: 1,2%-6,8%) y nayuernmos ¢ ypos-
HeM Kpeamununa 6 cor80pomie 6 duanasone om 3,4 me/ ox
(300 mrmons/a) do 5,7 e/ on (500 mxmons/a) u 16%
) nayuenn08 ¢ yposHem Kpeamunura 6 cu160ponixe bosee
5,7 me/ on (500 mrmons/ 1).

Bo scex kpynnsrx uccaedosanuax obvem sxegysuu co-
cmasann 60 ymaf ke uaun 4 4, a osmenpenue npou3soduu
anvhymurom™*, pacmeop oaa ungysuu, 3-5% ¢ dobas.e-
nuem C3L1 no undugudyansvisiv noKasanuam, maKum xax
K0azy10nanmius, Kposomeuerie, UHeasuHoe 6Mellarnenbineo
u op. (maba. 14). Henonssyemuvre cxemer sxcnmpaxopnopans-
HOU 2eMOKOppeKy Uil 1e mzaﬁdapmmomﬂbz, a npumerierile
naasmagpepesa ¢ oGvemom Ixcgysuu meree 60 Mma/ xe uau
naasmoobmera npu AHLLA-T'H we usyyero [146).

I Trasmoobmer asasemen cmandapmom aedenus anmi-
BMK boneswu, covemarnue xomoposi ¢ AHILA-I'H npuso-
Qum K Kpailte azpeccusHomy meyeniro nouednozo npoyecca
[150]. Xomsa neuenue nayuennos ¢ nepexpecnivim cipo-

He¢ponorua n gnanus - T. 27, N2 2 2025 135



H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Ta6nuua 14 | Cxembl NpiMeHeHUsA Nna3moo6bmeHa npu AAB B KpYMHbIX MCCef0BaHUAX

WccnepoBaHne 0O61bem sKkcpysum Bo3meuieHne Yucno npouepyp
MEPEX, 2007 [124] 60 mn/Kr AnbbymnH**, pactBop Ana nHdysnn, 5% + C3M 7 3a 14 gHen
PEXIVAS, 2018 [121] 60 mn/kr AnbbymMunH**, pactBop ana nHoysuin, 3-5% unmn C3N 7 3a 14 pHen
Pusey, 1991 [149] 4n AnbbyMUH**, pacTBOp AN nHy3uin, 5% + C3M 2 fo3bl 5-93a 14 pHen
Szpirt, 2010 [148] 4n AnbbymnH**, pactsop ana uHdysni, 3% 6-12 yepes geHb

yom (AAB ¢ anmumenamu k MK u aunedinsim omaosmce-
nuem Ig G na Gasanvon membparie kay6ouxa no darnvim
Mopgpo.nvzuyeckozo uccaedosariun) He usyuero 6 PKU, parnee
HAYa10 npoyedyp nAasMooOMera Moscern YAV UuumIL uexoos:
s3abosesarus.

o [Tarmenram ¢ AHIIA-I'H M He pekomenayem Ha-
3HAYATH Ha3aTHONPUH™* AAS HHAYKIIMOHHOH Tepa-
muu 1 AocTrkenus pemuccun [151].

Yposeus yoeauresapHOCTH pexomeHpanuii C

(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 2)

Kommewnrapun: doxasamenvcnsa 6 no1v3y npumerse-
Hua Hazsamuonpuna™* oz undykyuu pemuccuy AHILA-I'H
omcymenmesyom. B oonom PKU 6w1.10 yemarnosaero, umo do-
bas.ertue Hasamuonpurna®* K eawkokopmuxoudam ne sausem
Hel GOOKHU HACHIYNAIEHIA PEMUCCIL, HacIonL peyuousos u e oo-
sadaem cmepoud-coepecaromum 3PGexnom y nayuennios
¢ DITIA w MILA bes swusneyzposarmux nposgaeHui
3abo.aesanus, chedy Hux nopascerue noyex 6 debrome 6u1.10

suissaerio y 15% [157].

o [Tammmenram ¢ AHIIA-T'H, ocrarommxcsa AmaAns-3a-
BHCHMBIMH, B OTCYTCTBHE BHEIIOYEUHBIX ITPOABAC-
Huil 3a00A€BAHUA, MBI PEKOMEHAYEM IIPEKPATUTH
HUHAYKIIHOHHYO TEPAIIMIO Yepe3 3 MeC. AAA IIPEAOT-
BpAICHNA Pa3sBUTHA €€ OCAOKHeHHUII [152].
YpoBeHb yOEAUTEABHOCTH peKoMeHAAnuii B
(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 3)

3.2 MopaepxuBarowiee neyeHne, npodunakTnKa
peungmnsa 6onesHu
B pesyaprare BHEAPEHUS B IIPAKTUKY OIIHCAHHBIX
BBIIIIE TTOAXOAOB K MHAYKIIHOHHOI TE€pAIINN IIPOU30-
1iaa tparcdopmanii AAB 13 ocTporo KusHeyrpoxKaro-
IT[ETO COCTOAHHA B XPOHIYECKOE 3a00AEBAHIE PEITUAT-
BHPYIOIIETO TedeHus. [ 10 AAHHBIM Pa3AMYHEIX aBTOPOB
obocrpennus 3aboaesanus pazpusarorcsa y 30-50%
IIAIIEHTOB 32 5 A€T HADAFOACHHSA, HEPEAKO B TEUCHIIE
12-18 mec. mocae 3aBepIIeHAA IMMYHOCYIIPECCUBHON
teparun. PakTopamu prcka peruanBa asasrores [153]:
= Moaoaoli Bozpacr
= Hozoarorudgeckas opma BACKyAHTa — IPAHYAEMATO3
C IIOAMAHTHHTOM
= Cepoaormueckuil npoduap 3adboaesanus — [1p3-
AHIIA
= CoxpaHfroImiica mopeieHHbii yposens AHIIA
IIOCA€ HHAYKIUH KAUHUYECKON PEMUCCHIH
= Hapacranne turpa AHLIA B Anramuke
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= [TopakeHne BEpXHHUX ABIXATEABHBIX Iy TCI
= OTHOCHTEABHO COXpaHHAA (PYHKIIHA ITOYEK
= Obocrperus AAB B amamuese
= OCcOOEHHOCTH HMMYHOCYIIPECCUBHOM TEPAITHH
(PammAs OTMEHA HMMYHOCYIIPECCHBHOM TEpaIlny,
HU3KAA KYMyAATHBHAS A032 HHUKAO(Oochamuaa**,
OTMEHA 'AFOKOKOPTHKOHMAOB, ITPUMEHEHIE #MUKO-
denorara MmodeTrAa** AAT TOAACPIKHBATOIIIETO AC-
YEHHA, BOCCTAHOBACHIE ITONyAAImy B-aumdoruros
IIOCAE HHAYKIIHH PEMICCUH PHTYKCHMAOOM*¥)
= [Ipoune ¢akTophr: XPOHHIECKOE HOCUTEABCTBO
3oAoTucroro cracduaokokka B BAIT, HocuTeabcTBO
aanead HLA-DP1*04 (y manmentos ¢ [1p3-AHLIA).
Aazxe eanrcrsenHoe oboctpenne AHITA-I'H sBas-
eTcA He3aBHCUMBIM (DAKTOPOM PHCKA HEOAATOIIPHAT-
HOTrO Io4evdHoro ucxoaa [57]. Ilpoduraxruka odo-
crpernii AAB n AHIIA-I'H urpaer KAro4eByro poAb
B COXPAHECHHHI IPOAOAKHTEABHOCTI U KAYCCTBA KI3HI
IAIIIEHTOB, 2 AAUTCABHAS IIOAACPKUBAIOILIAA TEPAIINH,
HAIIPABACHHASA Ha IIPEAOTBPAITICHNE PEIIMAIBOB 3200A€-
BAHIA, HCOOXOANMA AAfl OOABIITIHCTBA ITAITHCHTA.

o [Tarmmentam ¢ AHITA-I'H mocae aocrmkenus pe-
MUCCHH MBI PEKOMEHAYEM IIPOBOAHTD TIOAAECPIHKHI-
BAIOIIYIO TEPAIIHIO C IIEABIO IIPOMHAAKTHKI 000-
crperus AAB [153].

Yposens ybeanTespHOCTH pexomeHAaruii C
(YPOBEHB AOCTOBEPHOCTH AOKA3aTEALCTB — 5)
Kommenrapuwn: Cw. ssederiue 6 pases 3.2.

o [Tammmenrtam ¢ AHIIA-T'H, rocturmmm pemnccnn
B PE3yABTATEC AFOOOH MHAYKIIMOHHOM TEPAITUHU, MBI
PEKOMEHAYEM ITOCAE €€ 3aBEPIIIECHIA IIPOBOAUTD IIOA-
ACPKHBAIOLIYIO TEPAIIIIO PHTYKCUMAOOM*™ ¢ I1eABIO
npoduaaktaka odocrpennti [126, 154-156].
YpoBeHBb yOEAUTEABHOCTH peKOMEHAAIHUN A
(YPOBEHB AOCTOBEPHOCTH AOKa3aTEABCTB — 1)
Kommenrapum: wucciedosanus noxasanu, umo pu-

MYKCUMAO™® MOKcen Yeneunino npuMenameca e moasko

048 undyKyuu pemuccuts, 1o u ee noddepacanug. B npomo-

xonre MAINRITS AN 6s2.10 nposedero cpasrerue 3ggex-

mugHocn noddepacusaromed mepanuu Hasamuonpurom™*

6 cmarndapmuoti 03¢ u pumyxcumadom** (5 ungysus

10 500 ), npodossncumensiocnvrw 18 mec. [126]. B epynne

severun Hasamuonpurnom™* mancenvie obocmperus saboeéa-

HuA Ovtau sapecucmpuposarst y 29% nayuennos (pedu Hux

nOUMIU Y NON06UINBL ¢ 606.1€HEHUCM NOYEK), 6 Zpynne AeUerA

pumyrcumabom™* — y 5% (cpedu nux nu 00rnozo peyudusa
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AHITA-IH), smu pasauuns 6wrau docmoseprer. 1 Ipeury-
wecnso pumyrcuMaba™™* coxparisocs u uepes 60 mec. riabr-
oerun. B ucenedosaruu NMLAINRITSANZ Gv1.10 nposedero
chasriertue 08y cxeM noddeporcusaronyell mepanuu pumyrKcuMa-
bom™*: ¢ gpurccuposarton dose 500 ve 6 0w O u 14, a mare
uepes 6, 12 u 18 mec. aeuenusn u 6 peswunse «no mpetosa-
HUI0Y, NPU KOMOPOM pumyxcumab™™* ssoduau npu soccma-
Hoeeruu nonyaayuu B-aumgoyumos (vucro CDT19+ xae-
mox >0 xafyxa) uf uau nossiaernuy uiu yosoenuu nunpa
AHIILA [155]. Yacmoma obocmperuii saboreéarnus u obuyee
Yilen0 Hescesamenviivlx A6 el sa 28 mec. aederus bvrau co-
NOCIIABUMBL 6 00CUX SPYNNAX, HECMOMPA Ha 1110 U110 MedUara
uyeaa 66e0eHI Npenapamia 6 pynne ACHeHUA «no 7pedosa-
HU1» 06110 Merble, HeM 6 pynne cmandapmnozo Jederus
(3 u 5 coomsememseno).

Odbwedunennsiii aranrus uceaedosarusi NLAINRITS AN
1, 2, 3 noomeepoun npesocxodemso 18-mecaurnon cxemer
1000epausarufezo aeeHua pumyKcumabom™** ¢ guxcupo-
BaNHBIMU UHINEPEANAMU MENCD) UNGPYSUIMU 1Ha) a3amuo-
PUHOM U PeNCUMOM 86€0eHUA (10 1apebosaritoy (0cHosarHOM
#a xormpose wucaa CD19+ B-aumepoyumos 6 nepugbepu-
ueckoli kposu) [156].

B bonvuuncmee uccaedosanuii no usyuenur s¢gdex-
musHocmu pumykcumaba™* 014 nodoepaarus pemuccuu
AAB yuacmsosanu nayuennor, noayvasutue o4q uHoyKyuu
pemuccun yuxaopocamud**. Conocmasiaernue I pex-
mugHocu noddepacusaromed mepanuu Hasanuonpurnom™*
U pumyKcuMadom™* nocae uHOyKyuY peruccun pumykcuma-
b0Mm** y nayuenmos ¢ peyudusupynwmum meyernem AAB
bwt110 mposederio 6 uccaedosarnuu RITAZAREM [157).
Vemanoenero, umo 6 meuenue 20 mec. nocae pardomusa-
yuu yacmoma obocmpenuti AAB Gwraa docmoseprio nuoice
6 epynne aeuenun pumyrcumadom™* (13%) no cpasweruro
¢ pynnoti aedenusn Hasamuonpurom™* (38%) npu conocma-
6uMotl yacmome Hewceaamensviwrx asaenutl. Odnaxo cxema
npumererun pumyrcumaba** 6 npomoxose RITAZARENM
OMAUNANACH 0772 THIPADUYUOHHOL — 1000EPIICUBAIOUYUE EbICOKIE
003wz pumyrcumada** (1000 ymez Ne5) sgodunu ¢ gpurcupo-
sarnvm urmepsasom 4 mec.

Taxum obpasom, onybauxosarnsre darmnste c6udenens-
cm8yIm 0 Goee 86100K0TE SPPDeKnIUBHOIHIU PUMIYKCUMaba™*
na nodoeparcarus pemuccun AAB no cpasneruro ¢ Hasano-
npurom™*. 1 Lo danrsie PKU dosa pumyrcumada™* o4 noo-
deporcusaronyezo Jeverus Moswen: cocmasaims 500 vz 8/ 6 6 O
0 u 14 nocae docrmusncennus pemuccu, a samem no 500 me
6/ 6 Kaowdwre 6 mec. [126], a maxoce 1000 me 8/ 6 nocae do-
crmuncertun pesmuccuts, a samem 1000 sz kanedwie 4 aec. [157].

e [larmmenram ¢ AHIIA-T'H, asocturmmimm pemuccun,
IIPH HEIIEPEHOCHMOCTH HMAU IIPOTUBOIIOKA3AHUAX
K IPUMEHEHHUIO PUTYKCHMa0a™ mAn ero HeaocTyI-
HOCTH MBI PEKOMEHAYEM HCIIOAB30BATDH Ha3aTH-
onpus™* B 03¢ 2 MI/KI/CyT B COUETAHUH C TATO-
KOKOPTHKOHMAAMH B HHU3KOH Ao3e (He 6oaee 10 mr
II0 IIPEAHHU30AOHY** B CYTKH) AAA IIOAAEPHKAHHA
pemmccun [59, 158, 159].
YpoBeHBb yOEAHUTEABHOCTH pPEeKOMEHAAIHIT A
(YPOBE€HBb AOCTOBEPHOCTH AOKA3aTEABCTB — 2)

Kommenrapum: npumengemeril daa undycyuu pe-
Muccun yuraopochamud** ne caedyem ucnoaviosams 044
1000eporcusaromyedi mepanitt, NOCKOALKY €20 OAUumeAbHOE HpH-
MEHEHUE CONPAINCEHO ¢ MHOLOUUCACHHBIMU HENCENANIENLHBIMIU
aeaeruamu [61, 62].

HAsamuonpur** menee 3gppexmusnsiii 012 npoguiax-
muxu obocmpenud, vem pumyxcumat®* [126, 155, 157],
MO NPEOCIIABAAND PAYMHYIO ANLIIEPHANIUBY 8 0710615~
HBIX CAYUAAX.

Heeneoosarnune CYCAZAREM noxasano, umo npume-
Herue Hasanmonpuna™* ¢ dose 2 M/ kz/ Cym1 Ha npomacerul
18 wmec. conocrmasumo no sgpgexmustocmi ¢ yuraogpocgarmi-
Q0Mm™** 6 ommomeruu npoguaaxmury obocnpenut, obaadan
M npogpusem besonactiocnu [59). I1o danmeim ucenedo-
sanua WEGENT nodepacusaromas mepanus Hasanmuonpu-
HOM** 1e yenmynasna no sgpgpexmusiocnu Hmemonmpercanty**,
6 70M YUCAE ) NAYUEHIIO8 ¢ NOPAINCEHUEM NOUEK 6 aHamrese
[158]. Asyxemman bespeyudustan sviousaemocns 6 pynne
sevenua #asamuonpurnom™* cocmasuna 71,8%. I'lo danvim
PKU IMPROV'E #asamunpun** npesocxooun Hmuxo-
Geronama mopenmua™* no sgdexntusrocniu nodoepscarun
pemuccun y nayuernmos ¢ LTLA yw MITA [159).

Cmardapmnan noddepycusaronan 0o3a Hasamuonpurna*>,
NPUMEHABULAACA 6 GONBULUHCIIGE UCCAC008aNIT, COCMABAREN
2 me/xe/ cym. B undusudyanvrsix cayuanx y nayuennos
¢ mAncenotl QUCHYHKYuer nouex 003a npenapama Moxcen
o1 yMenvuiena do 1 me/ xe.

e Mer pexomenayem manuenram ¢ AHIIA-TH, soctur-
IIIIM PEMIICCHH, ITOCAE 3aBEPIIICHIS AACKBATHO HH-
AYKITHOHHOM TEpPAITy IIPU HEIIEPEHOCUMOCTH HAN
IIPOTHUBOIIOKA3AHUAX K Ha3aTnOIpHHY** IIPOBOAUTD
ITOAACP/KHBAIOIIYIO TEPAITHIO HMHKO(DEHOAATOM
moderurom™* B pose 2,0 r/cyr ¢ meabto npodu-
AakTukn obocrpenuit [160].

YpoBeHb yOEAHUTEABHOCTH pPEeKOMEHAAIMI A

(YpOBEHb AOCTOBEPHOCTHU AOKA3ATEABCTB — 2)

KommenTapun: M.A 2021 : noxasan, umo nasna-
yenue Hmurogperonana mopemuna** accoyuuposarno ¢ bosree
ssicokuM puckom obocmpenun AAB no cpasnerurn ¢ #asa-
muonpuoM™* y nayuenmos, noayvasuux 044 uHOYKyuu
pemuccuy yuraogocpamud** [160]. Coenacro pesyavima-
mam PKU IMPROV'E npumenerue Hmuxogperorama
Mogenuaa** daa noddepowarun pemuccuy AAB compancero
¢ Gorvueds dacmonmoll passumus obocmperutl, vem Jeyerue
Hasamuonpurom™* [159]. B ceasu ¢ smum Hyuxogpero-
JAama Mogemua™* ie 00.431cer pPaccmManpueantvia 6 Kauecnse
npenapama nepsoeo pada 041 noddepicusaromyers mepanui,
00narxo moscen Guimes ucnoav3osar (8 dose 2 2/ cym) 6 cunmy-
ayuax, kozda rastaderiue Hasamuonpuna™* uiu pumyrcu-
Maba™™ npomusonoxasarno uau CONPANcEno ¢ 06A0INCHeHUAM,
6 mom ucae y nayuernmos co crueririon CK®. I'leped npu-
HANIUEM 772020 Petleris caedyent oyetumy Paxmops: pucka
obocmpers AAB (em. ssedenue k pasdeny 3.2).

* Mur pexomenayem manuenram ¢ AHITA-I'H, ocraro-

ITIAMICA AHAAH3-3aBHCHMBIMHE, C KATHHKO-IMMYHO-
Aormdeckoi pemuccueii AAB mocae HHAYKITHOHHOIT
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TEPAINHU, PACCMOTPETH OTKA3 OT IIPOBEACHIUS ITOA-
AEPIKUBAIOIIErO0 ACYECHUA BBHAY HU3KOM BEPOAT-
HOCTH PasBUTHS BHEIIOYCIHBIX OOOCTPEHUI H AAS
LIPEAYIIPEKACHUA NH(EKITHOHHBX OCAOKHCHIH
[152, 161].

YpoBens yoeauTeapHOCTU pexomeHAanuii C

(YPOBEHB AOCTOBEPHOCTHU AOKA3ATEABCTB — 4)

Kommenrapum: puck passuniua peyuousa AAB cymye-
CIIBEHHO HUdNCe, @ PUCK Pa3sumus uHPeKyuomuLx 0ca0IcHe-
nutl — cympecmeentio sviue y nayuermos ¢ TTIH, nosyuarn-
wux sederne ouanusom [161]. B uccredosarnuu Lionaki et al.
bw1.10 MOKaA3ano, 4mo dacmoma passumus obocmpenus AAB
cyuypecinserro chumcaenca nocae passumua T1IH v navana
JeHeHUA OUANUSOM, 00HAKO IMU PasAUUA 00C/I06€pHbL 0414
nayuermos ¢ Ilp3-AHILLA, no ne MT1O-AHILLA [152].
B m0 e spemsa, nposedenne noddepausarmed mepaniin
) nayuennios, noAyHanmux Jederue OUanu3oM, no cpaste-
HUR ¢ Spynnotl, He n0ay4asuiel no00epausarnuyyro mepanir,
06110 accoyuuposaro ¢ 6060e 6ovulell Yacnomol paseunius
UHGPDEKYUOHHBIX 0CAONCHEH U, 6 111.Y. ParaNbHbIX.

B ceasu ¢ smum Hasnaverue noddepacusarouseds ummyHo-
cynpeccusotl mepaniu y nayuernios bes 00nosHumMeNbHbLX
daxnmopos pucka obocmperua (cm. ssederute K pasdeny 3.2)
npedcmasagenica Heonpagdannsim. aa ceoespemerozo 6i-
A6./1e1UA 000cperull 3a60.1e6arus U ux mepanui no 1mpeso-
BaruI0 HeOOX00UM Pe2yapHbIll MOHUIMODPUHE KAUHUYECKOT
U UMMYHOA02UYECKOT akmusHocn boaesru [162)].

o ITammentam ¢ AHIIA-T'H, rocturimmm pemuccuu
AAB, MBI PEKOMEHAYEM ITPOAOAKATD ITOAACPIKH-
BAIOIIIYIO TEPAIIMIO HE MeHee 18 Mec. IIPU NCIIOAD-
30BaHMN PUTYKCHMaOa*™* u He MeHee 24 mec. mpu
HCITOAB30BAHUH Ha3aTHOIPHHA™* ¢ EABIO ITPO-
duaaxruxu odocrpenuit [126, 155-157, 163, 164].
YpoBeHb yOeAHUTEABHOCTH peKOMeHAAnuii B
(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 2)
KommenTapumn: s odrnom us uccaedosarnuti 661410

YeInarno06.aeno, 4o npodoascerie noddepacusarouyel mepantii
pumyrcumaborm™* (ungysuu xascovee 6 mec.) nocae 18 mec.
CUEHUA ACCOYUUPOBAlO ¢ 00CHI08EPHO bo.1ee 6bICOKUMU NOKd-
samengmu espeyudusot viocusaemocru (96%) sa 28 mec.

HAOA100eHUA 10 CPABHENUIO ¢ NAlUeHINAMI, ) KOMOPLIX 1100-

depacusarmee aeverue bvia0 npexpamero vepes 18 mec.

(74%) [165]. Odnaro nocredyroupee oboduyere darnmprx PKIT

MAINRITSAN 1, 2, 3 ne nodmsepouso smauurozo cru-
swertte pucka obocmperuti AAB npu npoaoreuposaruy noo-
deporcusarouyezo sederis pumykcuMatorm™ 0o 36 mec. [156].

Ioxa Hem ybeoumenvrvix dannsix 041 11020, um06st
onpedeauntt MPOOOANUNIENBHOCHIL 1000epacUsarouyel mepa-
ni.

B pempocnexmusrom ucenedosarnuu ¢ yuacmuem nayu-
ermos ¢ 1'TLA Gven0 noxasano, umo npumenenne Hasamu-
onpuna** uau Hyemomperxcama** na npomawenuu Gosee
uem 36 Mec. cHumaen onmoulene puckos peyudusa Ha 66%,
a sederue 6 meverie 18-36 mec. — na 29% [163]. B PKI
REMAIN 6110 noxasaro, umo nodoepseusarouee aeuerie
Hasamuonpunom™* u earokokopmuKoudamu Ha npomancer
48 mec. accoyuuposario co sHaUUMO MEHBILUM YUCAOM 060-
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compenutl 3ab0ae6anus 1 AyUue noHeuHol 6INCUEALMOCINbI0,
uem noddeparcusarouyee aevenue ra npomanceruu 24 mec. uau
wersiite [164]. Tlpu smom, masncenste obocmperus paseuiiice
V) 35% nayuenmos, saseputusuiux mepantso uepes 24 mec.
Y nayuernmos ¢ paxmopamu pucka obocmpenun saboneéa-
HuA, Hanpumep, npu cmodixom nossiueruem 1 1p3-AHI A
uAY peyndusamu 3a601e6anuA 6 anarMmnese, (Ae0Ven paccmo-
mpems 80MpPoc 0 NPOOOAHCHIUU NO00EPHCUBAIOUC20 ACUCHUA
do 36-48 wmec.

B yenom, xaunuueckuii onvim sedernus nayuennos ¢ AAB
YKa318aem1, U110 BEPOANINO IMAKYI0 MIEPanIo cAed)ent nposo-
Qume 0aumenvio 045 npedynpencoeus Hebaazonpuammnbix
UEX0006, 6MeCHIe ¢ TIEM, CINAPAACt MUHUMUSUPOSANb ee U3-
secrmnsle noboursie IPPpexnvt. Ipexnusrion maxmuxo,
6 I70M 1Aa1e, A6AAENICA MUANIEAbIOe MOHUIMOPUPOSariue
AKIMUEHOCHIU GONE3HI U OCAONCHEHUTL 172epantiil.

Penerue 06 ommene mepanuu donnerio yuumvisans puck
peyudusa boaesru. Bpau donmncer cocmasume naar MoHuno-
puposanusg axmusrnocmu AAB u AHIIA-I'H, a nayuenm
doancers Geinmy 0c6e00MAEH 0 HEOOXOOUMOCHIN HEMEDAEHI020
obparnyenns 6 cayuae 603HUKHOBEHUA CUMNIIOMOS.

o AAF IPEAYIPEKACHHA PAHHETO PEIHMANBA IIAIINEH-
tam ¢ AHLIA-T'H, socturimmm pemuccuu AAB, mbr
PEKOMEHAYEM IIPOAOAKATD ITOAAEPKUBAFOIIYIO Te-
PAIINIO HU3KOAO3HBIMU TAFOKOKOPTUKOHAAMH B Te-
4geHue, Kak MuHIMyM, 12 mec. [166].

YpoBeHb yOeAUTEABHOCTH peKOMeHAAnuii B
(YPOBEHB AOCTOBEPHOCTU AOKA3aTEABCTB — 2)
KommenTapun: MA 8 PKU u 5 obeepsayuonmvrx
UCCACO0BAHUI OKASAA, U0 YacIoma 000CiIpeHutl 3aboe-
6arus vria Huce y nayuen108, noAYHaBUUX 2A10KOKOPIIU-
Kouder 6 wuskoli dose 6 meuerue 212 mec. (14% (95% AN
10-19%), no cpasrenur ¢ zpynnoii nayuenmos, noayasmux
Jederie ea10KOKOPIIUKOUOaMU 00 UX NOAHOI 01MEHbL Meriee
12 mec. — 48% (95% AU 39-58%)) [166]. Oonarxo 6 M.A
vty 0006mensr daneie Kpaiiie pasropodnsix ucc1e006a-
Hutl. B mo owe epems, 6 uceaedosaruy DPpariyysciods epynne
10 U3YUEHUID 6aACKYAUMO6 bbIA0 NOKA3ANO, Y10 COKDaryerie
obugerl npoO0ANCUIIEABIHOIN 11EPANIY 2AT0KOKOPIIUKOUOAMY
00 9 Mec. He conpososcoaenica noseiueriuem pucka peyuousa
[167]. Kpome moeo, daumensroe aevenie eaokokopmurou-
damu daxce 6 HUIKUX 003aX NOBBLULAEI BEPOANINOCING Pa3-
6umUA Hevcenamenvivix Aeaerutl mepanut. B ceasu ¢ smum
) nayuennos, Haxooamuxca 6 noAHol PeMuccl 6 meveriue
12 Jaec., cnedyenm 6 uHOUSUOYANLHOM NOPAOKE PACCMONIpens
6ONPOC O NOCIIENEHIHOM CHUINCEHUU 00361 2A10KOKOPIIUKOUIOS
00 104101 OMIMelbL.

3.3 JleueHue o60CTpeHuI 3a6oneBaHNs

o AAf AeueHns 00OCTpEeHHA OOAE3HM MBI PEKOMEH-
Ayem marprertam ¢ AHITA-T'H mpoBoanTs HHAYK-
IIHOHHYIO TEPAIINIO B COOTBETCTBUU C TEMH KE
IIPUHIIAIAMY, 9TO U ACYCHHE BIICPBBIC AUATHOCTH-
POBAHHOTO 3200AEBAHMA, OTAABAA IIPEAIIOYTCHIIE
FAIOKOKOPTHKOMAAM HAH aBAKOIIAHY B COYCTAHIN
C pUTYKCUMaOOM™™, a IIPH HAAMYHN IIPOTHBOIIOKA3a-
HUI K €r0 IPUMEHEHHUIO HAU €I0 HEAOCTYITHOCTH —



HPOGKT MHULMATUBHBIX KMUHUYECKMX peKOMeHJJ,GLlMﬁ N0 AMATHOCTUKE U NEYEHMIO NOPAXEHNSA NOYEK NPK AHLLA-OCCOLIMMPOBGHHI:IX BACKYNMTOX

IAIOKOKOPTHKOHAAM HAH aBAKOIIAHY B COYCTAHUI

¢ rmkArodocdammpom™ (em. pasaea 3.1) [119, 128,

131, 157].

YpoBeHb yOEAUTEABHOCTH peKOMEHAAUI A

(YPOBEHB AOCTOBEPHOCTH AOKA3aTEALCTB — 2)

KommenTapum: y nayuernnos, pariee ysice noryiasuix
yura0g0chamud™* o undyKyuu pemuccut, Hasnauerue -
myKeumaba** npedcmasanenca 6oee npeonounIunesHsIM
0414 Kynuposarus 0bocriperii.

B bonavuturcmee uccaedosarnuil no usyuenuro npenapanios
ona undyxyuu pemuccun AAB yuacmeosasu xax nayuenme
¢ 61EpBYIE BLIABACHHBIM 3a60.0€6ateM, MaK U ¢ 060CIIpeH-
amut. Qonum us nemrozux PKU, 6 dusatine xonopsrx: yunmen
amom gpaxmop, bern npomoxos RAVE. Ezo pesyavmaner
nOKazantl, 4mo pumyxcumab™* boaee spgpermuser 041 un-
OYKyuu peMuccunl y nayuennos ¢ peyuousom 3a60.1e6ariusd,
uem yuraogpocgpamud®* [119]. Kpome mnozo, nosmoproe npu-
Mererue Yyuraogocamuda™* 014 uHyKyuy pemuccuy seden
K HaKonaenuto 6s1c0Kotl KyMyAamusioil 003s: npenapama,
U0 ACCOYUUPOBao ¢ 6bICOKUM DUCKOM HENCeNAINIENbHBIX
ABACHU.

Haubonvutee wucao nayuenmos ¢ AAB, noayyasuux
UHOYKYUOHHYT0 7epantuio pumykcumabom™* no no6ody
peyndusa saboaesanus, 0v110 6KAWUEHO 6 UCCACO08at e
RITAZAREM [157]. Ilopancerue novex 6ur10 6v1:6-
s1er0y 67,6% smux nayuernnios, a Meduaria Konyenmpayun
Kpeamununa cs160pomy Kposu cocmasusa 97 (42; 542)
MKMOAs[ 1. Pemuccun 3abonesanus Gvina docmuznyma
uepes 4 mec. seuenus pumyrcumabom™* (4 ungysuu 6 dose
375 me/ ;2 ¢ unmepsanom 7 Omeil) u ea10KoKopmuxoudami
0,5 wau 1 mz/ xz/ cym) y 90% nayuernnios, 6 mo épemsa xax
HaACHI0ma HANCENBIX HENCCAAIMENBHBLX ABACHUL COCIIABUNA
14,3% u Gvr.na nusce, wem 6 ucenedosarnusx RAVE (22%)
u RITUXVAS 42%).

Cybananus ucenedosanus ADV OCATE noomeseparc-
oaens IPPeXnIUSHoOCIb HPUMEHEHIUA KOMOUHAYHY a8aKonard,
HU3KO003HBIX 2A10KOKOPIMIUKOUDOS U pumyKeuMaba, deads ee
npumererine Haubosee 6v12001bIM 047 JCUEHUA Peyudusa
V) nayuennos, noAyUUSIHUX 6b1coKUe KYMYAAMUEHBIE 003d
yura0pocharmuda™* usu ea0KoKopmuKondos u/ uau umes-
wux cepi3nvre ocaoncrenus mepanuu [131].

ITpu nanwuun npomusonoxasarnuii K nasmauernur pumyx-
cumaba™* nayuenmam ¢ 000cmpeHUAMU 3a0018aHUA MONCEN!
Ovt16 HasHayen yura0gochamud™*, odHaro credyens yuunre-
6ants KYM)AAIMUEIY 10 003) penapania, nockoabKY CYMMapHsle
00361 60166 36 2paMM accoyuuposarl ¢ pUcKoM Pasunius 3.10-
Kauecmseniwrx 1106006pasosarnutl [168]. Y nayuernmos, paree
yeneuitio noayasuiux 044 undyxyuu pemuccuy AHILLA-I'H
KoMbutayuto pumyxcumaba**c yuraogocpamudorm™* u earo-
KOKOPIIUKOUOGMU 6 CHUINCEHHBIX 0034X, 37 CXeMad MOen?
Ob11716 UCNO16308aHA NOBINOPHO HPY. Peyiduse 3aboae8atus.

Tayuermanm ¢ wemancenvirn AHLLA-I'H oaa undyxyuu
pemuccun npu obocmperuax 3abonesarius Mozym Oty HasHa-
ueHvr 2AKOKOpmUKoud08 1 Hyuxogpernonama mogenun™ .
B PKU, s xomopom yuacmsosanu nayuerniel ¢ e yzposca-
rouyumu wcustu obocmperuamu AAB, pemuccun saborearnun
uepes 6 Mec. aederns 6staa docmueymay 66% nayuennios,
noyHasulux ea1KoKopmuKouds: u Hmuxogerosama mogpe-

mua™¥, u 81% nayuernni08, noayuasuiix: e110KoKopUKoHOL!

u yuraogpocpamud** suympe (p=0,11) [144].

3.4 JleueHue pedpakTtepHbix popM 3aboneBaHus

[1eAeco0Opa3HO IPUMEHAT CAECAYIOIIIEE OIIPEACAE-
uue pedpakrepromy Tedennto AAB [169]:

= CoxpaHeHne UAN HapacTaHue akrusHOCTH AAB
10CA€ 4 HEA. HHAYKIIMOHHOH TEPAINI HAN

= HeAoCTaTOuHEII OTBET HA ACICHHUE: CHIUKCHHE BEAU-
yuabel nHAeKkca BVAS <50% mocae 6 Hea. AedeHus
uAn

= XPOHIYECKOE IIEPCHCTHPYIOIIIEE TeUeHIE 3200AEBa-

HUS: COXPAHEHHE, KAK MHHIMYM OAHOTO TSKEAOTO

HAN TPEX HETAKEABIX KAMHUYCCKUX ITPOABACHUII,

omeHuBaeMEIX 10 nHACKCY BVAS, mocae 12 mea.

ACUCHUHL.

[epeA Tem, Kak IIPUHATD PEIIEHIE O MOAHMDUKAIINI
TEPAIHH Y HALIHCHTOB C peDPAKTEPHBIM TCICHUEM 32-
GoAeBaHMA, BO H30E/KAHUE BPAUCOHBIX OIIMHOOK CACAYET
OTBETHTH Ha CAEAYIOIIIHE BOIIPOCHL:

= beia an anaraos AHIIA-T'H/AAB aocroBepro Be-
pudnrposan?

= [ToAy4aeT AU IAIIUEHT PEKOMEHAYEMBIE AASL THAYK-
LIIH PEMUCCHU IIPEIAPATHL B AACKBATHBIX AO3AX?

= SBAsroTCA AM HAOAIOAAEMBIE KAMHUYECKHE IIPO-

ABACHUSA (HAIIPHMED, IIPOTCHHYPHSA HAM CHIKCHUC

pCK®) npusnakom akTuBHOCTH 3a00AEBAHIA (BOC-

ITAACHESA) HAH OTPAKEHIEM HEOOPATIMOIO IOBPEIK-

ACHHS OPraHOB U TKaHel (pudbposa)?

= He cBa3ambr An HAOAFOAAEMBIE CHMITTOMBI OPTAHHBIX

LIOPAKEHUIT C ADYTHMI IIPOLIECCAMU, HALIPUMED, HH-

(PEKIIMOHHBIMI OCAOKHEHHUAMHI HAHM 3AOKAYECTBCH-

HBIMH HOBOOOPA30BAHUAMU?

o AAf AOCTIKEHHSA PEMICCHH Y IAIIMEHTOB € pedpak-
tepuemv TegerreM AHITA-I'H mer pexomenayem ns-
MEHHTD IIPOBOAMMOE ACYCHHE HA AABTEPHATUBHOE
(mmkaodocamua™ ma purykenmad** nan puryk-
cuma0** Ha nukaoocdaMuA™*, HAT 3aMEHUTD BHY-
TPHBEHHOE BBeAcHHE ITMKAO(ochamuaa** Ha repo-
PAABHBIIL IIPHUEM) B COYETAHUN C YBEAUYIEHUEM AO3BL
TAFOKOKOPTHKOHAOB [170-172].

YpoBeHb yOEAUTEABHOCTH pPeKOMEHAAIHI A

(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 2)

Kommenrtapum: sggexmusiocns pumykcumaba™*
018 UHOYKYUY DEMUCCUN ) NaAYUeHNI08 ¢ pedparmepHbim
meuennem AAB bviaa usyuena 6 nebosvuiux cepusx ra-
bardenusnx. Llpu smom y nayuenmos ¢ peppaxmeprsim
AHILA-I'H seposammocms yayuutenun 6 pesyavmante je-
yenus pumyrcumabom™* nanboavutan [170, 171). I'lo dan-
HBIM anaausa nabaoenutl nayuennos, yuacmeo8asuux
6 uccaedosanuu RAVE, pumyxcumab™* moocem Gvime
bosee sppexmuser, wem yuraoPocamud**, dia aeye-
Hua pegpaxmeprozo AAB y nayuenmos ¢ 11p3-AHI A
[119]. 1o danneim ucenedosarnus WEGENT sosmoncrot
crmpamezueli aeuerun pegpparmeprozo AAB y nayuernmos,
noyuarmux yura0gocharmud™** ¢ pexcume nyavc-mepantil,
ABNACIICA NEPEX00 Ha Nepopansiibill npuem npenapania 6 0oe
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2 me/xef cym [172]. Odnaro smom nodxod conpancer ¢ 8ei-
COKUM DUCKOM PA3SUNIUA HENeNaMeNbHbIX ABACHUT, 66U0)
HAKONACHUA BBICOKUX KYMYAANUSHELX 003 Hpenapama, a no-
H0MY MOINCEN? PaccManipusantvcn 1moAsKo npu Heo3MoNcHo-
il npumMererua pumyxcumada**. Y nayuenmos 6 sospacme
60-70 semr do3y yurnogocarmuda™* per os credyens crusunmro
00 1,5 mz/ xe/ cym, 6 6o3pacme >70 sem — do 1 me/ ke/ cym.

Pemenue o yseanvenuu 00361 enroxoxopmuxondos npu
pegpparmeprom medenun 3a60.1e6arus caedyen npuHUMants
UHOUBUDYANBHO 1Ha OCHOBANUN OYEHKIU IANCECHIU 1IeHeHUA
AHIIA-I'H u snenoveunvix npossaeruil 3abosesarnus,
a matkxce munuunex ocaoncrenuti mepanuy. 1layuen-
mam ¢ manceavim AHILLA-IH moscem 6vime svinosirero
6/ 6 66edenue 2A10KOKOPIIUKOUOOS 6 DedctiMe MY Abe-1epaniiy
¢ NOCACOYI0UUM NEPEXO00M Ha npueMm npenapania 6Hympe.
B omcymemsue mancenvix opearo- uan scusneyeposcaronyux
1poAeAeHIl 3a60.18a 1A Mosicen Ovtins Yéeauyeria 003a ea10-
KOKOpmIUKOU08 014 NEPOPansHoz0 npueMa bes npedutecig)y -
weeo BHYMPUBEHHO20 B6€0CHUA.

Hecrvompa na omcymemeue xauecmserinoi doxasamens-
HOU 6a3b1 Mot CHUMIAeM B03MONCHLIM PaccMomipents nepexoo
Ha Kombunayuro pumyxcumaba™>, yuxisogpocgamuda** uiu
2NHKOKOPIIUKOUD08 017 UHOYKYUY peMuccut npy pedppax-
meprom mevenun AHILLA-I'H y nayuenmos, noaydasutux
6 Kauecrmse UHOYKYUOHNOU mePanty KOMOUNAYUIO YuKA0-
docpamiuda ¢ earKOKOPIIUKOUOAMIU UAY ABAKONAHOM U
pumyrcumaba®* ¢ ea0KoKoprmuUKoudaMu 1 agaxonanoM.

e MeI peKOMEHAYEM IanueHTaM ¢ pedPaKkTepHbIM Te-
yennem AHIIA-T'H aobaButs k Acuennto Hummy-
HOTAOOYAHH YEAOBEYCCKUI HOPMAABHBII'* B CyM-
mapHoIt Aose 1,5-2 r/kr, pasaeacHHOI Ha 2-5 AHET,
C IIEABEO CHIDKEHUS AKTUBHOCTH 3a00AeBaHus [173].
YpoBeHb YyOEAHUTEABHOCTH pPeKOMEHAAIHI A
(YPOBEHB AOCTOBEPHOCTU AOKA3ATEABCTB — 2)
Kommewrapum: npumerere #ummyrozobyauma ue-

J10864eCK020 HOPMaNbH020™* 6 donoarerue K criandapminol u-
OYKYHOHHOU mIepaniy Haubo.1ee onpasiaro y nayueH108 ¢ nep-
cuemupyonen HusKol akmusHocmeto sabonesanus [174-176].
MA 9 uccaedosaruii noxasan, umo esedenue Hummyrozao-
Gy tHa Hen06eUeckoo HOPMansozo™* y nayuernos ¢ AAB
06110 accoyuuposano ¢ GbicnpeM crumceruem noxasaneet,
OTIPANCAIOUYUX AKINUBHOCIL 3400166aMUA: SHAYEHMUE UHOCKCa
BVZAS, xonyermpayun C-Pb u AHLLA [173]. Onucarnnsie
NpOMIOK0NbE 86€0eHUA Npenapania omaAudancy: 8 G0abuuH-
cmee uccnedosanutl HUMMYH02A06)aUH Uen06e4ecKUll HOp-
Mansreir™* 6600usu 6 dose 0,4 2/ ke/ cym 6 mevenue 5 oneil
uau 12/ xe/ cym 6 mevenue 2 dnei, Hecko.16x0 pesce — 6 doe
0,5 ¢/ ke/ cym 6 mewenue 4 uru 3 onei (na wype 1,5-2 2/ xe
Macewt mesa) [173).

3.5 3amecTuTenbHasA noyeyHasa Tepanus
[Manuenram ¢ AAB, aocturmmum TITH, moxuo
IIPOBOAHUTD TPAHCHAAHTAIINIO (IIEPECAAKY) TTOUKH. BoI-
’KHBAEMOCTD ITAIIMEHTOB U TpaHCIAaHTaToB Ipu AAB
HE OTAMYAIOTCA OT ITOKA3aTEACH B IPYIIIE IAIIMEHTOB
¢ Apyramu 3a0oaearusamu 177, 178]. Hacrora obocrpe-
HHI B IIOCTTPAHCIIAAHTAITHOHHOM ITEPHOAE CHIKACTCA
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A0 15-20%, 40 MOMKET OBITH CBA3AHO C IIPOBEACHHEM
UMMyHOCYIpeccuBHOI Teparn. Haaexnee mpean-
KTOPEL Pa3BUTHA PELUAHBA DOAE3HU B arsorpadre
ITOYKH HE YCTAHOBACHEL.

* Aas nossirerns 9 heKTUBHOCTH IEPECAAKH ITOYKI
MBI pekoMeHAyeM maruenTam ¢ AAB oraoxnTs ee
IIPOBEACHHE AO TEX IIOP, ITOKA AAMTEABHOCTD ITOA-
HOH PEMHCCHN BHEIIOYCYHHIX IPOABACHHH HE CO-
crasur 12 mec. [179].

YpoBens ybeauTeapHOCTH pexomeHAarnuii C

(YPOBE€HBb AOCTOBEPHOCTH AOKA3aTEABCTB — 4)

KommenTapum: onmumanvivie choku 6vinoamnerins
nepecadki nouKU 10cAe QOCIHIUNCEHUA PEMUCCUY He Yernanos-
serwt. Ooraro 6 00HoM U3 1cc1e006aruii Hauboiee CUusbHEIM

NPeOUKINOPOM NEMANBIO20 UCX00A NO PeIYAbINAMAM KAK

00HOPDaKmopH20, MaK 1 MHO20PaKmopHozo anasud, 66110

6wIn0AMeN e NEpecadKi Meree weM depes 1 200 nocae docmu-

swenua pemuccu sabonesarnu [179).

* Aas nossirterns 3¢ heKTUBHOCTH IEPECAAKH ITOYKI
MBI pekoMeHAyem manuenTaM ¢ AAB B cocrofunn
OAHOH pemuccuu >12 Mec., HO OCTArOIIUMCH
AHIIA-TI03UTHBHBIMIE, HE OTKAAABIBATDH IIEPECAAKY
IIOYKH, 32 HCKAFOUEHHEM CHTYAITHI, KOTAA YPOBEHD
AHIIA B ceBopoTke HapacTaer B anHamuxe [178-180].
Yposens ybeauTespHOCTH pexomeHAaruii C
(YPOBEHB AOCTOBEPHOCTH AOKA3ATEALCTB — 4)
KommenTapum: dariwie o 6augrun ceponosumusocnii

no AHLILA na momenm nepecadku nouxu ta uacmony 06o-
cmperuil sabosesara npomusopevusst. B 0gyx uccaedosaruax
bw1.10 noxasaro, umo nasudue AHLLA 6 yupryasyuu e s6-
JAREIIA SHAUUMBIM Darmopor pucka passuniun peyuousa
AAB [178, 179]. Oonaxo mancesan sackyaonaniug mparic-
naarmana vame passusaiace y AHIL LA-nosumusneix peyu-
nuernos. B onybuuxosarnrom o63ope ceputi Habarodenudi asnmo-
pamy 6w coesar 661600 0 3HaUUMO Go.1ee 661C0KOL YACIIONIE
passumus obocmperuil ) nayuennios ¢ nosvluenueM Yposta
AHILILA na momenm nepecadxu [180]. Taxum obpasom,
coesnams 00HOHAUHBLI 661600 O 1710M, ABAACHICA AU HAAUYHE
AHIILA 6 yupryaayuy npomusonoxasanuem K u1101HeHH110
onepayuu, te npedcmasafenica 60amodncteiM. Peuterne caedyem
npunuMany uHOUSUOYAALHO 6 KaNOOM KOHKDENIHOM CayHae
nocie oyerKy ecex ﬁgkmopos pucka pemtdum, 8 YacmHociny
muna yupryaupyronux AHIL LA u uavernernus xonyernmpayun
6 Ouramuxe.

3.6 ConpoBoguTenbHas Tepanus

B macrosiiee BpeMms HEKEAATCABHbIC ABACHUS HM-
MYHOCYIIPECCUBHOM TEPAITHH ITOCTEIICHHO BBIXOAAT
Ha IIEPBBII IIAQH B CTPYKTYPE IPUYNH ACTAABHOIO HC-
XOAQ U yTPaTHl TPyAOCIOCOOHOCTH manueHToB ¢ AAB.
B cBasu ¢ a1em mpodbraakTiKa HHAEKIIIOHHBIX OCAOK-
HEHHH, OCTEOIIOPO3a H OHKOAOIUYECKUX OCAOKHCHHIH
HMEET IIEPBOCTEIIEHHOE 3HAYCHIE.

e Mur pekomenayem marmentam ¢ AHIIA-T'H, mo-
AYHAFOINNM Teparnuio mukAodocdamumaom™** man
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pHTYKCHMaOOM™* B COYETAHUU C IAFOKOKOPTHKO-

HAAMH, B OTCYTCTBHE aOCOAIOTHBIX IIPOTHBOIIO-

KA3aHHH IIPOBOAUTD IPOMHAAKTHIECKOE ACICHHIE

KO-TPHMOKCA30A0M [CyAB(AMETOKCa30A+TPHUMETOI

prM|** € IIEABFO ITPEAOTBPAIIIEHHSA PA3BUTHA HH(EK-

Ly, BEI3BAaHHON Pneumocystis jirovecii [181, 182].

YpoBeHBb yOEAHNTEABHOCTH pPeKOMEHAAIMI A

(YPOBEHB AOCTOBEPHOCTHU AOKA3aTEABCTB — 1)

Kommenrapum: passumue mancessix ungexyuon-
HoLx 0ca0mcHenUtl Habardarom y 39% nayuenmos ¢ 1'T1A,
npu oM 00 mpemu u3 Hux ew136ansr P. jirovecii [183].
B Gonvuuncmse cayvaes ungpexyuu, swissarmvie smum 603-
0yOumenem, passusarmca 8 nepuod uHOYKYu pemuccuy
) nayuenmos, e noayHanuux npoPuUIaKmUecKozo Jede-
wua [184]. Tlovumo mepanuu yuxaogocpamudom™* u pu-
myxcumabom™** donosnumenviivu paxmopamu pucka
passumus ungexyuu 64710168 603pacm cmapue 55 aen,
wueno aumpoyumos <0,3x10°/a, daumensioe aeuenue
eanKokopmukoudamu 6 dose, npessiumaromer 15-20 ye/ cym
no npeonusonony [183, 185]. Cucmemanuueckuii 0630p PKI
noKasast, 4mo npuMenerie Ko-mpumokcasona |cyasgamentox
cason+mpumenonpum]*x y uMMyHoKOMAPOMEMUposarbix
nayuernos 6e3s BUY-ungexyun chuscaem puck paseumua
ungpexyuil, svizeannvix P._jirovecii na 85% (OP 0,15; 95%
A 0,004-0,62) [181]. B kpyniom xozopmom uccnedosa-
1t 061210 Yeimaro6.1eno, 4mo npohuAGKmUHecKoe Hasnaderie
KO-1IpUMOKCas0na [c)avgamentorcasontmpumenonpum|**
CHUNCACH? PUCK PAIEUNIUA IMANCCNBIX UHGPEKYULL ) NAYUeHIN06
¢ AAB, noayuarwmux pumyrcumat®**, na 70% (OP 0,30;
95% AH 0,13-0,69) [185].

Ipogunaxniuuecxoe nevenue [cyavamenoxcasonrom
+ mpumemonpusom]** nposodsm nepopansiio 6 dose
400/ 80 mz encednesro uau no asemeprupynomed cxeme
(uepes deis), uau 800/ 160 me no aremepnupynomeir exeme
(uepes dens). 11pogpunaxmury nposodsm 6 meuenue 6cezo
Kypea UHOYKYHOHHOU 1epantitl, ¢ 803MONCHBIM NPOOACHHEM
na 1-3 mec. nocae ee sasepmenun [182]. Y nayuenmos
¢ pCKD 15-30 ma/mun/ 1,73 M? dosa npenapama
we doaxcra npesviuians 400/ 80 mz no arvmeprupyrouyei
exceme (uepes denv). Peacunn dosuposariua y nayuernmos ¢ XBI 1
C5 e usyuen. Y nayuenmos, noayvarmux Hmemompex-
canr™*¥, mpenapam caedyem npuUMeHANIL ¢ 0CIIOPOINCHOCIIBIO,
66110) N0BBIHENH0Z0 PUCKA 110KCUUECKUX IPGPeKI106, 6KA10UAA
noyeurvte.

Huskyro 003y [eyavpariemoncasona + mpumemonpumal**
0418 NPOPUAAKIUKY NHEEMOYUCIINON NHECMONUL NPU-
MetAwm na npomanceruu Kypea aederus yuxaogpocdha-
Mudom uau 6 meverne 6 Mecayes nocae uHOYKYuu pumyK-
cumaba. bonee daumensvoe ucnonvsosarue Mmoxcen: 6utimo
pacciompero y mex, Kno noaydaen nosmoprsie ungysun
pumykcumaba, umeem cyujecmeerioe noparcerine NeKUX
unu mpedynwmux npodoaxcenus/ 80300106.aenuA UHOYK-
YUOHHOU UMMYHOCYNPECCUBHON UAU 2A10KOKOPIMUKOUOHOI
mepanuil.

o [Tammenrtam ¢ AHIIA-I'H mbr pexomenayem mposo-
AHUTD BAKITMHAITHIO, 32 HCKAFOUECHHEM KUBBIX BAKIINH,
B COOTBETCTBHHI C HAIIMOHAABHBIME PEKOMEHAALIH-

AMH IO BAKIUHOIPO(PUAAKTHKE U HAIMOHAABHBIM

KAAEHAAPEM, B TOM YHCAE BAKIIHHAIIHIO IIPOTHUB

ITHEBMOKOKKA, C IIEABIO CHIKECHHA PHCKA Pa3BUTUA

HH@EKIUOHHBIX OCAOKHEHHH [1806].

Yposeus yoeauTespHOCTH pexomeHparnuii C

(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 5)

Kommewnrapun: xomsa saxyunayus naubosee 3¢ gpex-
PIUEHA NPU ee 6bIn0AMeNUN 34 3 1e0. 00 Hadaad AeHeHs, 31710
He ABAAEIICA OCHOBANUEM OAA 3A0PICKU Haana UMMYHOCY-
npeccusiiodl mepanu. Baxyunayuro npomus epunna caedyem
NO61IOPAIMG €xCe200H0 ) NAYUEHIN0E 6 PeMUCCUL.

B yeaom, npu neobxodumocmu y nayuenmos ¢ AAB
MOy BPUMEHAMIBCA A100b1€ UHAKIMUBUPOSAbIE 6aAKYUIYL,
a HUBBLE — 6 CUMYAYUAX, 6 KOOPbIX 01IKA3 0777 UX 1ipUMe-
HEHUA C030aen 1enocpeocinsenyro_yeposy Jeust nayuennad.
Credyem ommemunty, umo 6 Hacmoanjee 6PeMsa NOKA3aAHuA
K 8aKyunayun nayuensnos, nosyuanux uMmyHocynpeccus-
Y10 1MEPAnuIo pacuupaomia, umo onmpasicero 6 pade npo-
Punvrwrx pexomerndayutl [186]. Poocmsernnuxu, npoxcusar-
wue ¢ nayuenmam, Mozym Oviime 6aKyunuposarsl A106s1Mu
BaKyuHaml 10 NOKAAHUAM, 3d UCKAINUEHUEM OPaNbHOll 6aK-
YUl MPOIIUS NOAUOMUEAUNIA.

B peansrodi xaunnuuecxosi nparxmuxe nposeciy saxiyu-
Hayu1o 00 Havana UHOVKYUOHHOI mepanui 6 00AbuluHcI6e
cnyyaes e yoaemen. Q0naxo Ipgexmusiocns saKyunayun
60 6peMA UMMYHOCYNPeccUsHoll mepanuu Heacka. B wacm-
Hocmt, 6 nuaomrom uccaedosanuy PNEUMOVAS Goiio
NOKA3AN0, Y10 BAKYUHAYUS NAYUEHINO08, NOJYUABULUX Ui
OYKYUOHHY 10 7116PANII0, NPOVIUS NIHEEMOKOKKA ¢ UCHONb306A-
nuem 13- u 23-anenmivrx 6axyun Gvina ManoIgpexmustia

[187].

 Bcem marmenram ¢ AHIIA-I'H mpoBoamnts Mbr pexo-
MEHAYEM IIPOBOAUTD BAKIIMHAIIUIO IIPOTHB IPUIIIIA
C IIEABIO CHI/KCHUS PHCKA PA3BHTHA MHMEKIHOH-
HBIX OcAOo)kHeHuI [188, 189].
YpoBeHb yOEAUTEABHOCTH peKOMEHAANUA A
(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 2)
KoMMeHTaApHY: #MMYHO2EHHOCHIb 6aKyiHbI NPONIHED-

epunnosiodl unarkmusuposaniol** doxasara y nayuensmnos

¢ AAB, a ee nposederue He eausem Ha puck 06ocnperua
sabonesarnua [188, 189].

e Mer pekomerayenm marmenTam ¢ AHIIA-I'H, moay4a-
TOIIHUM AeueHne ITIKAOdOocaMuAOM™™, Ha3HAYATD
rpemnapat MecHa**, pacTBOp AAA BHYTPHUBEHHOIO
BBEACHHSA, B AHH BBeACHHA HHKAODOchamuaa*™*
C HEABIO IPO(MUAAKTHKH TOKCHUECKOTO ITOBPEKAL-
HUSA CAH3HCTON MOYeBbIx IyTeit [190].

Yposeus yoeaurespHOCTH pexomeHaanuii C

(YpPOBEHB AOCTOBEPHOCTH AOKA3ATEABCTB — 4)

KommenTapum: wvecra™* ceaseieaen moxcuuriie Me-

mabosunst yuraopocpamuda** (8 uacmrocmu, axposeur),
Umo 6 couemanti ¢ nompedaenuemM 00cmanouozo Koaude-
(116 HCUOKOCIIU CHUINCAET? PUCK NOBPENCOCHIUA CAUSUCIION MO-
egvrx nymedt [190]. Aosa paccuunvisaenica 6 coomeenicmsnu
¢ UMCTIDYKYHElL 6 3a6UCUMOCHIN 0771 6600UMOT 00362 U 1YY
66¢ederus yurxaogochamuda**,
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3.7 JleyeHmne ocobbix rpynn naLneHToB
e Mmr pekomenayem manmertam ¢ AHIIA-TH, mme-
roruM npusHaku XbII, IpoBoANTh AHATHOCTHKY

1 ACUCHHE IIOCACAHEH B COOTBETCTBUI C KAMHIYE-

CKHMU pCKOMCHAaL{I/IHMI/I ANASA yAYqLHCHI/IH HMICXOAOB

[27].

Yposeus yoeanresapHOCTH pexomeHpanuii C

(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 5)

KommenTapwun: y nayuernos ¢ AHILLA-I'H mopgho-
Joeueckue uay Gynxyuonassrste Kpumepuy XbIT mozym
Gvine sviss.aebt 6 Donvuurcmse cayyaes. 11T 1H passusaenmca
we menee wem y 20% nayuenmos ¢ AHILA-I'H. Odnaxo
cpedu nayuennos, y komopeix XbI 1 we docimuzaen mepyu-
HAABHOT a0, ) MHOZUX COXPAHACHICA CHIOLIKOE CHUMNCEHIE
CK®. 1o dannsim onybauxosannsx ceputi Haba10eHu
yacmoma passumus cmaouti XbI1 36-5 y nayuennos, do-
cmucamux pemuccuy AHILA-I'H, cocmasagaa do 49%
/36].

Xopouto ussecmmo, umo passumue XBI1 oxasvisaen He-
3aBUCUMOE HezamuHoe SAUAMNME Ha NOYeUHYI0 U 001)10 6bi-
HUBAEMOCIIE, 103170MY Y 6cex: nayuermos ¢ AHILLA-I'H
1106/1€ QOCIIUNCEHUA PEMUCCUH. U CIRACUAUSAY UL PYHKYUU NOYEK
caedyens nposodunts OUazHOCHIUKY, cmpamudurayurn pucka
XDbBIT u meponpusmus no negpponpomexyuu u Koppexyuu
00MENHBIX HAPYULEHIIL 6 COOMMBENICIIEUI ¢ PEKOMEHOAYUAMIU

[27].

e Munr pexomenayem xenmuuam ¢ AHIIA-I'H ot-
AOXKHTD IIAQHUPOBAHUE OEPEMEHHOCTH HA IIEPHOA
IIOCAE AOCTHZKEHHA CTOMKOM PEMICCHI 3a00ACBAHIA
U IIPEKPAILCHUS ACICHIUSA IOTCHIIMAABHO TEPATOICH-
HBIMU IIPEIIAPATAME C IIEABIO CHIZKCHHA PHCKA He-
OAATOIPHATHBIX NCXOAOB Oepemennoctn [191,192].
YpoBenp yoeauTeapHOCTU pexomMeHAanuii C
(YPOBEHB AOCTOBEPHOCTU AOKA3ATEABCTB — 5)
Kommewnrapum: dannsie o meuerun bepeserocni

npu AAB ozpanuuerier, 00maxo no darnnsiym 01m0esvivLx -

CAC006aMULl HaACIIOMIA PASSUNIUL OCA0NCHEHUIL HINCE 6 CAYYae

Hacnynaenus bepeMerocmi 6 nepuod pemuccun 3abose6arius

[191, 192]. Lo sceii sudumocm, obocmperius sabosesarus

80 8peMA DEPEMEHHOCIIY Pa3BUBaINICA Heacno, 00HaKo cy-

wecmeenyo npobaeMmy Moy c030asantv chopMuposasuiy-
eca HeobpantuMuie NOBPEHOCHUA OP2aHO8 U mKarel (Hanpu-

ep, XBI1).

H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

KpoMe 77020, 0ONBULUHCIIB0 npenapani08, nPUMeneMuIx
013 undyKyuu pemuccu (yuxaogpocpamud®*, Hyurogpe-
Hoaama Mopemua**) mepaniozertsr ual HEQOCINANOUHO
usyuens: npu bepemennocmu (pumyxcumad™*), umo o0bo-
CHOBbIEAEN] NPUMEHETUE 6bICOK0IPPEKMUEHBIX MEN0006
Koumpayenyuu na epema sevenus. B ceqsu ¢ smum, npeo-
CIIABNACICA YeNECO00PA3HBIM OMAONCUINY Sadamte Ha CPoK
26 Mec. nocae 00CHIUINCEHIUS PEMUCCU, NPU 3710M ONIIUMAb-
1ot 1000epacusaronenl mepaniedl npedcnasatenca couemariie
Hasamuonpuna®™* u nuskux 003 2110K0KOPMUKOU08, 861y
ux besonacrocmu. I Laanuposanue u ederue Gepementiocnu
Q0MIHCHO OCYIYECTIBAAINGEA COBMECIIHO ¢ BPAYOM-AKYULEPOM-
QUHEKON020M, 8PAYOM-HEDPOIOZOM U BPAUOM-DEEMANIN020M,
UMEIOHUMY. COOTIBENICINEY 10U UL ONLIT.

Lonadomoxcuunocns yuraogpocamuda™* momcen npo-
ABNANIBCA 8 KYMYAAMUBHOU D03e 8 2/ M2, umio caedyem yuu-
mbI6an npU NAAHUPOSAHIY JeUEHUA ) NalUeH 08 penpo-
yKmusHO20 803paciia (Kax smeHuur, max u myxcuur) [193].

oV oepemennbix xermH ¢ akruBHEM AHITA-I'H mbr
PEKOMEHAYEM OCYILIECTBAATH BEIOOP HMMYHOCYIIPEC-
CHBHOM TEPAIlUU B YCAOBHAX SKCIIEPTHOIO IIEHTPA
C IICABIO CHIDKCHIUS PUCKA HEOAATOIIPHATHEIX HCXO-
AOB DepeMeHHOCTH U AocTinkeHus pemuccun [194].
Yposens y6eanresapHOCTH pexomeHAaruii C
(YPOBEHB AOCTOBEPHOCTH AOKA3ATEALCTB — 5)
Kommenrapum: xavecmsennan doxasamensiian 6asa
6 OMHOUEHUY ONIHUMANBHBLX 1100X0006 K UHOVKYUOHION
u nodoepacusaronyent mepanuu AHILA-I'H u AAB 6 yeaom
) Oepemenrivax nayuermox omeymemsyent. Peuserue o 603mo0c-
HOM TPOSOHZUPOBAHIY DEPEMEHHOCHIN 11PedYen Mexcoucyu-
NAUNGDHOZ0 1100X00a ¢ npusaeUernemM 1e@dpo.10206, aKyute-
p06-2u1eK0.10206, Pe6Man10.10206 U OPY2UX CHEYUANUCINOS,
Haubosee npednoumume/;bﬂo, 8 YeA0BUAX YeHnpa IKcnepir-
Hozo yposna. Caedyenm oyenuny mancecnv npoasaeHuli 3a-
Go.1e6arus, NOMEHYUANBIBIE PUCKI AEKAPCIIBEHHON 1IEPaniil
018 Mamepu u naoda. I Ipu svibope cxemvr mepanuu caedyen
HPUHANG 80 BHUMAHUE 11EPanoeeHHocb yuraogochamuda™*
u Hmurogernonama mopemuna**, u ommocumensiymw
0e30nactocny e10KOKOPIIUKOUO0S, 6 1.4, NPU 611)17PUBEHIHOM
ssederunt, Hasanonpuna™*, Hummynozr06yauna vesoseye-
CK020 HOpManbiioeo ™, cearcos naasmoobmera [194]. Aanree
0 0e30nacHocmu NPUMEHEHUA pUmyKcUMaba™  u asaxonara
60 8pemsa 6qbeM€HHocmu 8 Hacmoaee 6peMA ozparieris.

4. MepuupHckas peabunmnTaums U CAHATOPHO-KYPOPTHOE fleYeHue,
MeIULUMHCKME MOKA3AHMS U NPOTUBOMOKA3AHMS K MPUMEHEHMIO
METOAOB MEAMLMHCKOM PeabunmMTaumm, B TOM YUCIe OCHOBAHHbIX
HQ MCMOMb30BAHUM NPUPOLHBIX NEe4ebHbIX GaAKTOPOB

CraHAApPTH30BAHHBIE ITOAXOABI K MEAMIIMHCKOM
peabuamrarun mannentos ¢ AHIIA-I'H we paspabo-
tanel. AAB — moAanoprannoe 3aboaesanue, KoTopoe
MOZKET IPUBOAUTD K HEOOPATHMOMY IIOBPEHKACHHIO
HE TOABKO IIOYEK, HO M AETKHX, ABIXATEABHBIX ITyTEH,
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CEpPAIIA, IIEHTPAABHON U IepH(EPUIECKON HEPBHOM
CHCTEMBI, OpraHa 3penusd, oprana cayxa [195, 196].
Bremnocrs manumenToB MOKET IperepreTs HeoOpa-
THMBIE U3MCHEHNSA M3-32 IIEPEHECCCHHBIX aMITyTaIIit
HAABIIEB U KOHEUHOCTEH (ranrpeHa), AeopMaIium
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AHIIEBOTO CKEACTA (KCEAAOBHAHEII HOC») HAW BBIPA-
KEHHBIX pyOnoBsix m3meHenui koxu [197]. Yacro
IAIIEHTHI CTPAAAIOT OT XPOHHYCCKOH YCTAAOCTH, MbI-
IIIEYHON CA200CTH, HEHPOIIATHYECKOH DOAH, KOTOPBIE
AAHTEABHO COXPAHAFOTCH ITOCAE AOCTHIKEHHA PEMUC-
cun 3aboaeBanus [198, 199]. HexxeaareapHsie fBAC-
HUf UMMYHOCYIIPECCUBHON Tepaluu (CaXapHBIA AHMA-
OeT, OCTEOIIOPO3 M HI3KOIHEPIETHUECKHE TIEPEAOME,
OHKOAOTHYECKHe 3a00AeBAHUA, TOHAAOTOKCHYHOCTD,
JTHETEHHE KOCTHOMO3IOBOTO KPOBETBOPEHHA) B PAAE
CAy4Y2eB MOIYT IIPUBECTH K HEOOPATHMBIM IIOCACA-
crBusAM. Passurie n mporpeccuposanue XbI1 asaserca
BAKHBIM (PAKTOPOM, BAHAIOIIIM HA KAYECTBO JKU3HH
1 OOIIYIO BBIKUBAEMOCTD ITAIIHECHTOB, B CBA3U C YeM
BCe MANMeHTH co cToknM cHmkeHneM CK® u/man
IPOTEHHYPHEH HYKAAIOTCA B PEIYAAPHOM HAOAIOAE-
HHUH Bpada-HePOAOTa U PEAAH3AIINN KOMIIACKCA MEp
IO IIPEAOTBPAINEHNIO IIPOIPECCUPOBAHMA IIOYCTHOM
AUCYHKIIHH ¥ KOPPEKIHH COITYTCTBYIOIIUX OOMEH-
HBIX HAPYIICHUI B COOTBETCTBUU C PEKOMECHAALHAME
[27].

Passrtre AAB MOMKET CyIIecTBEHHO CHU3NTD CIO-
COOHOCTB ITAIMEHTA K TPYAY (AO YETBEPTH IIAIIMEHTOB
TPYAOCIIOCOOHOTO BO3pacTa HE TPYAOYCTPOECHEI
13-32 IIOCAEGACTBUI DOAE3HH), ITOMEIIATH IIPOAOAKE-
HUIO OOYYEHHA U Pa3pyILIHTh cOLHaAbHbIe cBA3H [200].
CAEACTBHEM 5TOIO MOKET CTATh ACIIPECCHUSA, KOTOPYIO
TAKAKE MOKHO PACCMATPUBATD B YUCAE OTAAACHHBIX OC-
aomuenuit AAB [201].

MHorme malMeHTsl HYKAAIOTCA B MEAUIIMHCKOM
U CONMAABHON PEAOMAHTAIIMH: MEAMKAMEHTO3HOM
U XHPYPIHYECKOH KOppeKiuu cOpMUPOBABIIIIXCA
OCAOIKHCHIMN, TIcuxoAormdacckort momorru [202]. Han-
HoAee OIPABAAHHBIM IIPEACTABAACTCA IIEPCOHAAUSHPO-
BAHHBIH MYABTHAUCIIMITAMHAPHBIN ITOAXOA K PEIICHIIO
3THX IIPOOAEM.

Mcxoasr AAB Goaee OAArompusTHEL y HAIIMEHTOB,
KOTOpbIe HH(POPMUPOBAHBI 00 OCOOEHHOCTAX TEIEHNH,
AedeHns U 1poraosa saboaesarmsa. OOCyKACHHE C 11a-
IIHEHTOM BO3MOKHBEIX TIOAXOAOB K ACUYCHUIO C YIETOM
HMHAUBHAYAABHBIX OCOOECHHOCTEH (BKAIOYAA BOIIPOCHI

ITAQHHPOBAHUSA CEMBH) MOKET CYIIIECTBEHHO ITOBBICHTD
IPUBEPKEHHOCTD K ACUEHHIO. 3HAHME HMAITHEHTOM
BO3MOZKHBIX CHMIITOMOB DOAE3HH IOBBIIIACT IITAHCHI
Ha paHHEe OOpalleHne MaIlMeHTa 32 MEAHIINHCKOM
IIOMOIIBIO IPpH pasBuTu obocrpenuit. Kpome Toro,
00IIeHne Bpaya C MAIIHEHTOM ITO3BOAAET OIPAAHTD ITO-
CAEAHETO OT HEOOBEKTUBHEIX 1 IIOTEHIIHAABHO OIACHBIX
CBEACHUH, KOTOPBIE MOTYT OBITH ITOYEPIIHYTH U3 He-
KOHTPOAHPYEMBIX OTKPBITBIX HCTOYHUKOB (HHTEPHET,
CPEACTBA MACCOBOM MH(OPMAIINN).

» Mmr pexomenayem manumentam ¢ AHIIA-T'H, y koro-
PBIX IIOpaKEHHUE IIOYEK IIPUBEAO K pasBuruio XbIT,
IIAQHHPOBATH U IIPOBOAUTH MEPOIIPHATHSA 110 MEAU-
LIMHCKOH PEaOMAUTAIIIN B COOTBETCTBUH C PEKOMEH-
Aarmuamu 110 XBIT Aaf yayarenns ncxoaos [27].
Yposeus yoeanTesapHOCTH pexomeHaarnuii C
(YpPOBEHB AOCTOBEPHOCTH AOKA3ATEABCTB — 5)

e Mpr pekomeHAYeM BpadamM-HePOAOTaM IIOCAE Ha-
vaaa Aedernd marmerTos ¢ AHILIA-I'H orcaexusats
HAKOIIACHHE HEOOPATHMBIX IIOBPEKACHII OPraHOB
U TKAHCIH, a TAKKE OCAOKHCHUI, ACCOLIHIHPOBAHHBIX
C OCHOBHBIM 3a00ACBAHIIEM U IO ACICHIICM, A TAKIKE
OCYIIIECTBAATD MX KOPPEKITHIO AASl YAYUIIICHNS HIC-
XOAOB DOAE3HN U KadecTBa Ku3HH [27, 202].
Yposeus yoeauTespHOCTH pexomeHaanuii C
(YpPOBEHB AOCTOBEPHOCTH AOKA3ATEABCTB — 5)
KommenTapuu: Cwv. ssederiute 6 pasoe.

e Mer pekoMeHAyEM BpadaM-He(POAOraM U Bpadam
APYTHX CIIEIIMAABHOCTEH, HAYHHAA C IIEPBOTO KOH-
TaKT2a C HAIUEHTOM, AaBaTh manuerTam ¢ AHITA-T'H
PAasbACHEHHA O IIPUPOAE U OCOOCHHOCTSAX TCUCHUA
3200ACBAHIS, IIEASX ACICHIS, BOSMOKHBIX IIOAXO-
A2X K TEPAIINH, HCXOAAX 3a00AEBAHUS AAS IIOBBILIIC-
HUA BOBACYCHHOCTH ITAIINECHTA B IIPOIIECC ACUCHUA
1 IPUBEPAREHHOCTH K AedeHuro [27, 203].
YpoBens yoeauTeapHOCTU pexomeHAanuii C
(YPOBEHB AOCTOBEPHOCTHU AOKA3ATEABCTB — 4)
Kommenrapum: Cw. ssederiue 6 pasoe.

5. MNpodunakt1ka 1 gucnaHcepHoe HabnogeHue,
MeAMLMHCKME NOKA3AHMS M MPOTMBOMOKA3AHUS K MPUMEHEHMIO

MeTof0B NPOPUNAKTUKM

Meroast nepsuunoit npocduraxktukn AHITA-I'H
u AAB ne pazpaboransl. OAHAKO y ITAIIUEHTOB C yiKe
JCTAHOBACHHBIM AHATHO30M M IIOAYYAIOIINM I1aTOTe-
HETHYECKYIO TEPAITHIO CACAYET PEAAN3OBATH PAA MED,
HAIIPABACHHBIX HA IIPEAOTBPAILICHAC HEKEAATCABHBIX
ABACHHUIT TEPAITHH, 4 TAK/KE CEPACTHO-COCYAUCTEIX OC-
AOKHEHHH, KOTOPBIE U3AOKEHEI B pasaeae 3.7.

e V manmmerntos ¢ AHLIA-T'H v PEKOMEHAYEM IIPO-
BOAHUTH IIPOPHAAKTHYECKIE MEPOITPUATHSA, HALIPAB-
ACHHBIC HA IIPCAYIPEKACHHE OCAOKHCHHI ALC-
(PYHKIIHH TIOYEK B OCTPOTO IIOBPEKACHUSA ITOYCK,
a TaKKe AMCIIAHCEPHOE HADAIOACHHE B OOBEME,
IIPEAYCMOTPEHHOM pekoMeHAaruamu 10 XBIT, ars
VAVUIICHISA HCXOAOB OOAe3HH [27].

YpoBens ybeauTesapHOCTH pexomeHaanuii C
(YPOBEHB AOCTOBEPHOCTH AOKA3aTEABCTB — 5)
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6. OpraHnsaumus OKa3aHUs MEAMLMHCKON MOMOLLM

OcCHOBHble NOKa3aHMA AnA SKCTPEHHON
rocnuTanusaunmn B MeULIMHCKYI0 opraHu3aLmio
(q)opMa — BKCTpeHHa}I, HCOTAOKHAA,

YCAOBHA — CTAITHOHAP):

)
2)

3)

4)

[epBuunas anarnocruxka AAB/AHIIA-T'H;

V aun ¢ nsecrasim AAB/AHIJA-T'H — passurue
TAKEABIX OPIAHO- M KU3HEYTPOKAIOIINX IIPOSBAC-
uuit 3aboaesarns (BITHC, OIIT, AAK nmopaxenns
KEAYAOUHO-KUIIIEIHOTO TPAKTA, IIEHTPAABHON HEPB-
HOU CHCTEMBI, OPraHa 3PeHMU);

V aun ¢ ussecrusiv AAB/AHITA-T'H passurue
AFODOTO OCAOKHEHHA AUCYHKIINN IIOYEK, TPeOy-
FOIIETO 9KCTPEHHOM TEPAITNH UAU HAYAAA AHAAH3A,
BKAFOYAA: HAPYIIEHNE (DYHKITHI IIEHTPAABHOM HEPB-
HOM CHCTEMBI; CEPO3UTHI; BOAHO-9ACKTPOAUTHBIC
HAPYIIEHHUA U AlIHAO3; HEKOHTPOAUPYEMAs TUIIEP-
THApATALIHA (AHACAPKA, OTEK ACTKHX), APTCPHAAbHAS
TUIIEPTEH3HSA HAH IUIIOTCH3UA; OEAKOBO-OHEPIETH-
YecKas HEAOCTATOYHOCTD;

AedenHne cepbe3HBIX OCAOKHEHUI HUMMYHOCYIIPEC-
CHBHOH TEPAITHH.

OCHOBHbIe NOKa3aHNA K BbIMNCKe nauneHTa
13 CTaynoHapa nocne 3KCTp€HHOI7I rocnnutTannsauunin

1
2)

3)

4)

[TpoBeaena nepsuanas anaroctuka AAB/
AHIIA-T'H;

[TpoBeACHBI AMATHOCTHKA U ACUEHHUE TAKEABIX OP-
IaHO- U KU3HEYIPOKAIOIIUX IIPOABACHUN 3200-
aesanua (BITHC, OIIIT, AAK, mopaxeHus KeAy-
AOYHO-KHIIIEYHOTO TPAKTa, HEHTPAABHOM HEPBHOMI
cucTeMsl, oprana sperud) ¢ perpeccom BITHC, aap-
BEOAAPHOIO KPOBOTEUEHHSA, ABIXATEABHOM HEAOCTA-
TOYHOCTH, IOPAKCHHUS CETIATKU, HEBPOAOTHYICCKOH
CHUMITTOMATHKH U APYTHX TAKEABIX ITPOABACHUI aK-
TUBHOCTH 3200AEBAHNS;

[IpoBEACHBI AMATHOCTHKA H ACUCHUE OCAOMKHEHIH
AUCYHKIIN IIOYEK, HOTPEOOBABIIINX SKCTPEHHOIO
BMEITIATEABCTBA;

[TpoBeACHBI AMATHOCTHKA H ACICHIE CEPHE3HBIX OC-
AOKHEHHH MMMYHOCYIIPECCUBHOM TEPAIIHH.
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OcHOBHbIe NoKa3aHuA gns NiaHoBoun

rocnuTannsauum B MegULNHCKYI0 opraHu3aumio

1) Vupnmarys HHAYKIMOHHOH TEPAITHU IIPH PELIUAHBE;

2) IlpoporxeHnne MHAYKIIMOHHOMN TEPAIIHH, BKAFOYAS
IIOBTOPHBIC BBEACHUSA PUTYKCHMAOA™ MAM IIMKAO-
docdamumaa*™;

3) HeobxoAmMOCTb H3MEHEHHIT HHAYKIIHOHHOM Tepa-
MY 1/ MAY AMATHOCTHKA 1 KOPPEKIINH HEKEAATCAD-
HEIX ABACHHH TEPAINN;

4) HeoOXOAUMOCTD IPOBEACHHS AMATHOCTHKH AKTHB-
HOCTH OOAE3HH, BKAIOYAS BBIITOAHEHUE OHOIICHN
IIOYKH C ITOCAEAYIOIIUM ITPOBEACHHEM ITATOAOTO-
AHATOMUYECKOTO HCCACAOBAHHS OHMOIICHIHOIO
MATEPUAAd, B TOM YHCAE, C IPUMEHEHIEM HMMY-
HOMOP(OAOIIYIECKIX METOAOB, HAU APYTHX AMa-
THOCTHYECKUX HCCACAOBAHHI, TPEOYIOIIUX TOCIIH-
TAAMBAIINH, B TOM YHCAE, B PETMOHAABHBIN HAH
deaepaAbHbIN IIEHTP;

5) HeobxoAMMOCTD IIPOBEACHUS AHATHOCTHKU OCAOK-
HCHUIH TePAIINH, BKAIOYasd HH(EKINOHHEIC

6) TloArOTOBKA K IIPOBEACHHUIO OLIEPATUBHOIO ACYCHIA

110 PA3HBIM ITOKA3AHIAM;

7) @opMHpPOBAHHE AOCTYIA AAS AHAAH3A UAH IIPEA-
TPAaHCIIAQHTAIIIOHHOE OOCACAOBAHIIE;

8) Ha domne GepemennocT.

OcHOBHble NOKa3aHuA K BbIMNCKe NauueHTa

13 CTauMoHapa nocsie NIaHOBOW roCNUTaNn3aunn:

1) MuaununposaHa HHAYKIMOHHAS TEPALIMH IIPH pe-
IIHAUBE B AOCTATOYHOM OObEME C OIEHKOH OTBeTa
Ha ACYCHHLC;

2) BrimoaneH 09epeAHON Tall HHAYKIIMOHHOM Tepa-
IINH; BEIIOAHEHO OYEPEAHOE BBEACHHE PHUTYKCH-
Ma0a** man rmkAodocdammaat*;

3) IlpomsBeAeHBI HEOOXOANMAA KOPPEKIINA HHAYKIIH-
OHHOM TepPaITNy, AMATHOCTHKA HEKEAATEABHBIX fB-
ACHHI TEPAITNN U UX ACYCHNC;

4) IlpousBeAeHA AMATHOCTHKA AKTUBHOCTH OOAC3HH,
BKAIOYAs BBITOAHEHHE OMOIICHHU ITOYKH C IIOCACAY-
FOITIM IIPOBEACHHEM ITATOAOTO-aHATOMUYECKOTO FC-
CAEAOBAHNSA OMOIICHITHOTO MAaTEPHAAA, B TOM YHCAE,
C IPUMEHEHHEM HMMYHOMOP(OAOTHIECKIX METO-
AOB, HAU C HCITOAB30BAHUEM APYTHX AMATHOCTHYE-
CKHX MCCAEAOBAHIIT;

5) IlpoBeAeHa TOATOTOBKA K OIIEPATHBHOMY ACYEHHUIO;

6) ChopMupoBaH AOCTYII AASL AUAAH3A, IIPOBEACHO
HPEATPAHCIIAAHTAIIMOHHOE OOCACAOBAHIIE;

7) IlpoBeAeHA AMATHOCTHKA U ACYECHHE AKTHBHOTO
3200A€BaHUA, OCAOKHEHUI 32a00AEBAHUA U HEKeE-
AQTEABHBIX ABACHUIT Tepanuu Ha doHe OepemMeH-
HOCTH, TIPOU3BEACHA KOPPEKIINA TEPAITIH C IIEABIO
CHIDKEHISA PHCKA HEOAATOIIPUATHBIX HCXOAOB Oepe-
MEHHOCTH.
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7. HDononnutensHas uHdopmaums (B Tom umcne GakTopsl, BausoLme
HO MCXOf, 3a60NEBAHMS MM COCTOSHUS)

CpeAHsA IPOAOAKHTEABHOCTD KU3HH ITOCAE YCTa-
HOBACHHSA AHATHO32 Y mmarueHToB ¢ AAB Ges Aederms
B HADAFOACHHAX CEPEAHHEI IIPOIIIAOTO BEKA COCTABAAAL
5 mec. [110]. XoTa nprMeHEHNE OIIMCAHHBIX BBIIIIE IIOA-
XOAOB K TEPAIIHH IIO3BOAHAO CYIIECTBEHHO VAVUIINTD
mporuos marenTo ¢ AAB, B Tewenne 10 aer TITH
passuBacercs y 20-30% marueHTOB.

OCHOBHBIMHI ITPEAMKTOPAMH IIOYEUHOM BBIKUBAC-
MOCTH SBASFOTCS:

= Kannpdgeckue: BO3pacT IIALUEHTOB, YPOBEHD Kpea-
tuanHa 1 CK® B AebroTe 3a00AeBanusA, paspurue

PELIHAUBOB 3200ACBAHUA C BOBACUCHHEM IIOYCK,

TUIIOKOMITAEMEHTEMUS, PE3UCTEHTHOCTD K TEPAIINy;

= Mopdoaormaeckue: kaacc HepHTa, AOAS COXPAH-

HBIX KAYOOYKOB B OHOITTATE, BRIPAKECHHOCTD TyOYAAP-

HOH aTpOHN U CKAEPO32 KAHAABIIEB (CM. PasAeA 2.5).

Penmaussr AAB passusarorcs gacro. B cucremaru-
YEeCKOM 0030pe IOKA3aHO, ITO KYMYAATHBHAA BEPOAT-
HOCTB peruAuBa y manuentos ¢ AAB, moayuasmrnx
HHAYKIUIO nukaodocdamuaom, depes 1, 3 u 5 aer
coctasuaa ~12%, 33% u 47%, cootBeTcTBeHHO. VX
BEPOATHOCTB BBIIIIE Y IAIHEHTOB € aHTHTeAAMH K [1p-3
(moYTH BABOE IIO CPABHEHHUIO C HOCUTECAAMU AHTUTCA
k MITO), a taxke Ipr HAAMYUH ITOPAKEHHSA PECITUPA-
TOPHOM CHCTEMBI B PAMKAX OCHOBHOIO 3a00ACBAHIS
¥ B MCHBIIIEH CTEIICHU 3aBUCHT OT HO30AOTHYECKON
dopmer [204]. B rpymie manueHToB ¢ H30AHPOBAHHBIM
HOpaKEHHEM TI04YeK (Y KOTophix mpeobaasaror MITO-
AHIIA) gacrora 0b0oCTpeHIIT CPABHUTEABHO HEBBICOKA

n cocraBafer 25% IIpHu CpeAHEM CPOKE HAOAFOACHHA
62 mec. B To e Bpemsa tun AHLIA He sBasercs He-
3ABHCUMBIM ITPEAUKTOPOM 3(D(DEKTUBHOCTH ACYCHHH,
ITOYEYHOrO nAH 001ero ucxoaa [205].

Brrxusaemocts nmaruentos ¢ AAB 3a mocaeanue
40 Aer 3HAYNMO YAYUIITHAACH U IIPH aACKBATHOM A€Ye-
HUH MOKET OBITb COIIOCTABUMA C ITOKA32TEAAMHE OOIIIeiT
nonyasrun 24, 200]. I1pu atoMm B cTpykType IpranH
A€TAABHOTO HCXOAQ HA IIEPBBII IIAQH BBIXOAAT HH(EK-
LIHOHHBIC OCAOKHEHHUA U CEPACIHO-COCYAUCTEIE 3200-
ACBAHIA, 2 AOAA TIPOABACHUI AKTUBHOTO 3a00ACBAHIA
HEYKAOHHO CHITKACTCH.

Xota TITH peako sBAfieTCS HEITOCPEACTBEHHOM ITpU-
YHHOH AETAABHOTO HCXOAQ, OHA ABAACTCS 3HAYHMBIM
dpakropom pucka ero passurus [207]. B wacrrocrn, pas-
BuTHe raomepyAroredputa B AcOrote I'TIA cyrmecrBenro
VXVAILIaeT Iporuo3 sadoaesanus B neaom (OP 4,45;
95% AN 1,48-13,65), B cOYETAHIHE CO CHIKCHHOM
(pyHKIIHEN TOYEK PUCK ACTAABHOIO HCXOAQ HECKOABKO
sospacraer (OP 5,1; 95% AWM 1,59-10,16) u socturaer
MaKCHMYMa y IaIlneHTOB, HY/KAAFOIIIUXCA B IIPOBEAC-
monu 3IIT (OP 8,2; 95% AU 2,03-33,11). V maruenTos
¢ MITA sHaummoe cHmnKeHHE (PYHKIHN IIOYEK B ACOFOTE
3200AEBAHUA ABAACTCA MAPKEPOM HEOAATOIPUATHOIO
ncxoaa (OP 3,69; 95% AW 1,006-13,4) [208, 209]. Cae-
AYET TIOMHHUTB, YTO 3HAYHMBIME (DAKTOPAMH, BAHAO-
IIFIMI HA BEIKUBAEMOCTD manueHToB ¢ AAB, sBAsiFOTCA
BHEIIOYECYHBIE IIPOABACHIS, B YACTHOCTH AABBEOAAPHOE
kposoteuenne 210, 211].
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KpnTepmm oueHkm kayectea MEAULIMHCKOM NOMOLLM

YpoBeHb YpoBeHb
Ne Kputepuu kauectBa y6eauTtenbHOCTM  [OCTOBEPHOCTU
peKomeHaauuin [loKa3aTeNbCTB

BbinonHeHo KonnyecTBEHHOE onpefeneHre CogepKaHna 1 TUNMpoBaHue
1. aHTWTen K uutonnasme Hentpoopunos — AHLIA K npoTenHase-3 A 1
1 Muenonepokcngase merogom NOA

2. BbinonHeHa KoMnbloTepHaa ToMorpadursa opraHoOB rpyAHOM NONOCTU A 1

|-|pl/l OTCYTCTBUN I'IpOTI/IBOI'IOKa3aHI/IVI BbIMO/IHEHA NYHKLMOHHaA 6uoncua
NMOYKM NOA KOHTPOJIEM YNIbTPAa3BYKOBOIo nccsieoBaHUA, NpoBeAEHO

3. . A 2
MaTosIoro-aHaTOMUYECKoe NccnefoBaHne boNCUNHOro Matepurana, B Tom
yuncsne ¢ NpYMeHeHnem VIMMYHOTMCTOXMMUYECKMX METOAOB

4 Mpu OTCYTCTBMU NPOTUBOMNOKA3aHUN A4 MHAYKLMW PEMUCCAN HazHauYeH A 1

yuknopocoamna** nnu putykcumab** B coueTaHUn C rOKOKOPTUKOMAAMMN

MNpw HeTaxkenom AHLIA-TH y naumneHTOB € HenepeHoCMMOCTbIO
5. umknodochammnga** HazHaueH #mrkodeHonata ModpeTun** B couetaHunn A 1
C IIOKOKOPTMKOMAAMU NPY OTCYTCTBUM MPOTUBOMOKA3aHU

Mocne goctukeHnA peMnccn HasHauyeHa nogaepxrsatroLlan Tepanna

6. . A 1
PUTYKCMMAboM** Mpu OTCYTCTBUM NPOTUBOMOKA3aHMiA
lMocrne [OCTUKEHVA PEMMCCIMN MPU HEMEPEHOCUMOCTU PUTYKCUMaba**

7. Ha3HaueHa nopfepKMBatoLlas Tepanusa a3aTroNnPUHOM** Npu OTCYTCTBUN A 2

I'IpOTI/IBOI'IOKa3aHI/IVI

MaureHTam, nonyyaowmm uuknopochammna** unm putykcmmab™** HasHaueH
8.  KO-TpuMoOKcason [cynbdameToKcason+TpumeTonpuml** ana npopunakTnkm A 1
nHbeKumm, Bbi3BaHHO Pneumocystis jirovecii
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KoHcbnukt uHTepecos:

Hun 'y koro 13 uneHoB paboueit rpynmbl Npy pa3paboTke HACTOALLMX KIMHUYECKUX PEKOMEHAALMIA He BO3HWKIIO KOHAIMKTA MHTEPECOB,
a VIMEHHO MepcoHanbHOM 3aMHTEPECOBAHHOCTY B MOMYYEHUN NIMYHO B0 Yepes NPeACTaBUTENs KOMMaHWUM MaTepuanbHOM BbIroasl Unu
MHOTO MPenMyLLIeCTBa, KOTOPOE MOBNANO Obl MMM MOTIIO MOBAMATL Ha HaANexXaLlee UCMOHeHWe MU MPOdECCHOHaNbHbIX 0653aHHOCTEN
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[punoxenne A2.
Metoponorust paspaboTku KNMHUYECKUX PEKOMEHAALIMIA

Numnmatopom paspaboTku pekoMeHAAnnu ABAAAach Harmmonaasnas acconmanus zedppoAOros.

[Tporrecc ITOATOTOBKI PEKOMEHAAITHI COCTOSA H3 CAEAYIOIINX STAIIOB: PACIIPEACACHIE ODAZAHHOCTEH; OIIPEAE-
ACHHE B XOAE AUCKYCCHI HANDOACE BAKHBIX AAS PEAABHON KAMHIYECCKOH IIPAKTUKHI 00AACTEH, KOTOPBIE AOAKHBI
HOKPBIBATH PEKOMEHAAITUH; OIIPEACACHIE YACTHBIX BOIIPOCOB AAAl HICCAGAOBAHHA M (DOPMYAHPOBKI PEKOMEHAAILTHI;
Pa3padOTKU IIPHEMOB IIOHCKA AOKA3aTEABHOI 0a3bl; (DOPMUPOBAHUE OKOHYATCABHOIO IIEPEUHA PEKOMEHAALIUI
1 €TO CTPYKTYPHL YKa3aHNA, TPEACTABACHHBIE B HACTOAIIUX PEKOMEHAAITUAX, OCHOBAHBI HA BEIIIOAHEHHOM YACHAMHI
IPYIIIbI AHAAU3E UCCACAOBAHUE B HE(DPOAOTHH U CMEKHBIX OOAACTAX MEAHIIMHBL, HX CHCTEMATHIECCKUX 0030pOB
u MA, onyoaukoBanHbIX A0 HEOHA 2025 T. BRAFOUHTEABHO. BEIAT YUTEHBI 11 ITPOAHAANSHPOBAHBI MEKAYHAPOAHBIE
PEKOMEHAALIIH 110 IIPOOAECME M UX PEBU3HHL

Yaeusr PI’ CTPEMUAUCD, YITOOBI KKA2SL PEKOMCHAALTAA 6a3HpOBaAaCb Ha MaKCHIMAaAbHO BO3MOJKHBIX YPOBHAX
AOCTOBEPHOCTH 1 y6€AI/ITC/\bHOCTI/I pCKOMCHAaHHfI. Tem me MCHCC, PI' couna H€O6XOAI/IMHM OCTaBHTDH PAA PCKO-
MCHAaHI/Iﬁ, (bOpMaAbHO HMMCIOIITHX HUSKUI YPOBCHb AOKA3ATCAPHOCTH UAN OCHOBAHHDBIX Ha E)KCHCPTHOﬁ OIICHKC,
C y9€TOM MHOTOACTHETO OIIbITA BEACHMSA ITAIIMEHTOB COOTBETCTBYIOIIECTO HpOd[')I/I/\ﬂ 1 TOTO, 9TO 3TH PCKOMCHAAITIH
MOTYT UMCTDH CYIICCTBEHHOC 3HAYCHUC AAf HpaKTH‘ICCKOﬁ pa6OTI>I.

AAf OLICHKI KAYeCTBA U CHABI PEKOMEHAALIIN HCIIOAB3OBAAU YPOBHI AOCTOBEPHOCTH AOKA3ATEABCTB U YOCAU-
TEABHOCTH PEKOMEHAAITHH (Ta0A. 1-3).

IeaeBas ayAuTOpHA AAHHBIX KAMHIYECKHX PEKOMEHAATTHI:

. Bpau-medpoaor.

Bpau-pesmaroaor.

Bpau-reparnesr.

Bpau-repanesT yuaacTKOBBIH.

Bpau obrmeit mpaxkruky (ceMeHHBIH Bpad).

N

Ta6bnuua 1 | Lkana oueHKM ypoBHel AOCTOBEPHOCTY AoKa3saTenbcTs (YA)
ANA MeTOA0B ANAarHOCTUKM (AMarHOCTNYECKMX BMELLATENbCTB)

yoo Pacwndposka

Cuctematnyeckrie 0630pbl NCCIIEA0BAHUI C KOHTPOJIEM pedepeHCHbIM METOAOM WIIN CUCTEMATUYECKI 0630p
PaHAOMV3MPOBAHHBIX KNVHUYECKNX NCCNE[0BaHWI C MPUMEHEHVEM MeTa-aHam3a

OTaenbHble nccnefoBaHNsA C KOHTpoOiemM ped)epeHCHblM MeToAO0M UNn oTAeNbHble PaHAOMU3NPOBAHHbIE KITMHNYeCKne

2 ncanenoBaHnA U cucTteMaTnyeckne O630pbl nccnenoBaHuin nioboro [13aliHa, 3a NCKIlYeHrem PaHOOMU3NPOBAHHbIX
KINUHNYECKMX NCCNefoBaHUNM, C npMMeHeHnem MmeTa-aHaln3a
WccnepoBaHua 6e3 nocnenoBaTesibHOro KOHTPOJIA ped)epeHCHblM MEeTOoA0M Nnn nccnegoBaHnA ped)epeHCHblM MeToA0oM,

3 He ABNALWNMCA HE3aBNCUMbIM OT nccnegyemoro metoga nin HepaHgoMnsnpoBaHHbIe CPaBHUTEJIbHbIE NCCNIef0BaHNA, B TOM
Yncne KOropTHbole nccsieaoBaHnA

4 HeCpaBHVITeJ'IbeIe ncanenoBaHMA, onncaHne KIMHNYeCKoro cnyyas

5  Mmeetca nvwb 060CHOBaHME MEXaHV3Ma AEVICTBUSA UV MHEHME SKCMEPTOB

Ta6nuua 2 | LLikana oueHKN ypoBHeii 4oCcTOBepHOCTY Aoka3aTenbcTs (YA[) AnA METOA0B NpodunakTmku,
neyeHus u peabunuTtayum (npodnnakTUYecKkmnx, neyebHbIX, peabunmnTaLoHHbIX BMeLIaTebCTB)

yan Pacwundposka

1 Cnctematnueckuii 063op PKW c nprmeHeHnem meTa-aHanusa

OtgenbHble PKU 1 cnctematuyeckre 063opbl MCCnefoBaHmMi Noboro amsaiHa, 3a ucknoueHmem PKU,
C MpYMEeHeHneM MeTa-aHanm3a

3 HepaH,ElOMI/BI/IpOBaHHbIE CpaBHUTENbHbIE NCCJIEA0BAHUA, B T.4. KOFTOPTHbIE NCCNefOBaHNA
4 HeCpaBHI/ITeJ'IbeIe ncanenoBaHMA, onncaHne KNMHNYeCKoro cny4vaa nnm cepunn cnyyaes, nccenoBaHnAa <<Cﬂyqal7I-KOHTpOJ'Ib>>

5 MmeeTca nuiwb 060CcHOBaHVIE MeXaHU3Ma nel;lcTBl/lﬂ BMeLllaTenbCTBa (,ElOKJ'II/IHI/ILIeCKI/Ie I/ICCﬂe,U,OBaHI/IFI) W MHEHKE SKCNEPTOB
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Ta6nuua 3 | LKana oLleHKM ypoBHel y6eanTenbHOCTY pekomeHaauuin (YYP) ana meTtoaoB npodunakTukm, ANarHoCTUKM,
neyeHus v peabunutayum (NPoprnakTNYECKNX, ANArHOCTUYECKUX, JIeYeOHbIX, peabunuTaLMoHHbIX BMELLATeNIbCTB)

YyP PacwmndpoBka

CynbHasa pekomeHIauuaA (Bce paccmaTpurBaemble Kputepun 3GpdeKTUBHOCTY (MCXobl) ABAAIOTCA BaXKHbIMM, BCE NCCNEA0BaHNSA
A VIMeloT BbICOKOE WSV YAOBNETBOPUTESIbHOE METOAOJIONMYECKOEe KaueCTBO, MX BbIBOAbI MO MHTEPECYIOLWMM NCXOAaM ABMAIOTCA
COrnacoBaHHbIMM)

YcnoBHas pekomeHaaumA (He Bce paccmaTprBaemMble KpUtepmnmn 3¢¢GKTVIBHOCTVI (ncxopbl) ABNATCA BaXKHbIMU, He BCe
B ncaneaoBaHnA MMEKT BbICOKOE WK yAOBNETBOPUTE/IbHOE METOAOJIONMYeCKOoe KavyecTBO 1/Vnn nx BbIBOAbI MO NHTEepecywmnm
MNCXOAaM He ABMIAIOTCA COrlacoBaHHbIMM)

Cnaban pekomeHzaLma (OTCYyTCTBME JOKA3aTeNIbCTB HaA/IeXallero KayecTsa (Bce paccmaTpriBaeMble KpUTepum
C  >ddeKTMBHOCTU (MCXOAbI) ABNAIOTCA HEBAaXXHbIMU, BCE UCCNIEA0BaHUA MEIOT HU3KOE METOAONOMMYECKOe KauyeCcTBO 1 X BbiIBOAbI
Mo VHTEPECYIOLUM NCXOAAM HE ABNAITCA COracoBaHHbIMM)

ITopsaok 0OHOBACHUA KAMHUYECKUX PEKOMEHAALHUIA.

Mexannam OOHOBACHNA KAUHIIECKIX PEKOMEHAAIIHI IIPEAYCMATPHBAET UX CHCTEMATHIECKYIO AKTYAAU3AITHIO —
HE PEKE YeM OAMH Pa3 B TPH TOAQ, 4 TAKAKE IIPH ITOABACHUH HOBBIX AAHHBIX C ITO3UIIMN AOKA3ATEABHON MEAUIIIHE!
110 BOIIPOCAM AMATHOCTHKH, ACUEHUA, IIPOPUAAKTHKI U PEAOUAUTAIIII KOHKPETHBIX 3400 AEBAHHIA, HAAIHI 000-
CHOBAHHBIX AOIIOAHCHMIT/3aMeuannii k paree yreepxacHEbM KP, HO He wame 1 pasa B 6 mecsies.
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[MpunoxeHne A3. CnpaBoyHble MaTepHanbl, BKIOYAS COOTBETCTBUE
MOKA3AHMUIM K MPUMEHEHMIO M MPOTUBOMNOKA3AHMIM, CNOCOBOB NPUMEHEHMUS

7

[03 NIEKAPCTBEHHBIX NPENAPATOB, MHCTPYKLMKU MO NPUMEHEHUIO

NleKapCTBEHHOro npenapaTa

1.

ITo6ouHoOE AelicTBUIE TAFOKOKOPTHKOHAOB

Yacrora paSBI/ITI/IH n BI)Ip’a.}KCHHOCTI) HOOOYHBIX 3(quCKTOB 3aBHUCHUT OT AAUTECABHOCTH HpI/IMCHCHI/IH, BECAMYNHBI
HCHOABSYCMOI;’I AO3BI, CO6AIOACHI/IH HI/IpKaAHOI‘O pI/ITMa Ha3HAYCHUA npenapaTa.

[Tpy mpuMeHeHHHN IIPErapaToB MOIYT OTMEYATHCA CACAVIOIINE TTOOOUHBIE 3(DDEKTEL:

— 00 CImOpOHBL IHOOKDUHHOY CUc/IeMbl: CHIDKCHIE TOACPAHTHOCTH K FAIOKO3€, CTCPOHAHBIN CAXaPHBIN AHA0CT HAL
MaHHECTAINA AATEHTHOIO CAXapHOro AuabeTa, yrHeTeHne (PYHKIIHE HAAIIOYCIHUKOB, CHHAPOM MIienko-
Kyrmmnra;

— (0 f?ﬁOpﬂH&Z ﬂ%ﬂ/é’ﬁélplﬂﬁﬁ/lbfmlz cucmeMoe; TOIIIHOTA, pBOTa, CTCPOI/IAHZI.H A3Ba KCAYAKA 1 ABeHaAL[aTI/IHCPCTHOfI
KHIITKI, SPOSI/IBHBIEI 330(1)2.I“I/IT, KCAYAOYHO-KNIICIHbBIC KpOBOTe‘IeHI/IH, ITOBBIIICHUC AW CHMKCHHC AIIIICTHTA,

— (0 €7770p0ﬂbl KOMCHBIX ﬂOKpOb’ﬂB U CAUIUCINBIX 000.104EK: 3AaMCAACHHOC 32KIUBACHHE paH, IICTCXUU, rHHep- HAM TH-
IIOIIUIMCHTAITUA KO, yI‘pI/I, CTpI/II/I, CKAOHHOCTD K paSBI/ITI/I}O HI/IOA,CPMI/II/I " KaHAMAO3O0B;

— €0 C7IOpOIBL ONOPHO-06UaNIENBI1020 annaparmia: OCTEOTIOPO3, CTEPOUAHAS MHOIIATHUS, CHIKEHIE MBIIITEUYHON MaCCEL;

— 0@/[./]06.467—/7-/626 Mﬂqu)MOK@DmMKO%&HﬂZZ aAK7IUBHOCIIIbI0.! SZLACP}KKQ KHIAKOCTH 1 HanI/IH B OpI‘aHHSMC, FI/IHCpHanI/I—
cMuA, TUTTOKAAMEMITYIECKIIA CI/IHApOM.

Toaneidi nepevers npedcmasaen 6 uncmpyxyun no npumererur Aexapemeerrozo npenapama (em. I ocyoapemeenreiii peecnp
Jexapemeenmsix chedems, hitp:/ | gris.rosmingdrav.rn).

ITpaBuaa mpuroToBACHUA U XpAHEHUA ACKAPCTBEHHOI'O IIPEIIapaTa pUTYKCUMA6**

Heobxoanmoe koAmgecTBO Iperapara HAOMPAIOT B ACEIITHYECKHX YCAOBUAX M PA3BOAAT AO PACUCTHOM KOHIIEH-
tparuu (1-4 mr/ma) B nadysuonnoM dhaakone (makere) ¢ 0,9% pacrBopom xAopruAa HATPUT™ AA HEHQY3HIT HAK
5% pacTBOPOM ACKCTPO3BI** (PACTBOPBI AOAKHBI OBITH CTEPHABHBIMI U AIINPOTEHHBIME). AAS TTepeMeIBaHns
AKKYPATHO IIEPEBOPAYMBAIOT (PAAKOH (I1aKeT) BO m3bexaHme neHooopasosanus. [Tepes BBeAeHIEM HEOOXOANMO
OCMOTPETH PACTBOP HA IIPEAMET OTCYTCTBUA IIOCTOPOHHUX IIPHMECEH HAM M3MEHEHHA OKPACKH.

[TpuroroBacHHBIT HHMY3HOHHBII PACTBOP (PU3HUECKN M XUMUYICCKH CTADUACH B TeUeHHE 12 9acOB IIpu KOM-
HATHOI TEeMIIEPAType HAX B TedeHne 24 gacos mpu Temrepatype ot 2 Ao 8 °C.

ITpemmapar BBOAAT TOABKO BHYTPHUBEHHO KaIleABHO, YePe3 OTACABHBIN Katetep! BBoauTs mpemapar
BHYTPUBEHHO CTPYHHO MAU GOAFOCHO HEAB3!

PekoMenAyemas HauaAbHAsi CKOPOCTH 11epBoit mH(ysun 50 mr/4ac; mocae mepsex 30 MEH CKOPOCTH MOKHO
yBeAmanBath Ha 50 Mr/9ac kamablie 30 MIH, AOBOAS AO MaKCHMaABHOI ckopoctr 400 mr/4ac.

[Tocaeayrommue nadysnu MoxHO HadrHATSH O ckopoctu 100 Mr/4ac u yBeamansars ee Ha 100 Mr/gac kaxapie
30 mun A0 MakcumaAbHOI ckopoctu 400 mr/gac.

Aemanvio ungopmayus npedcmasena 6 uncmpyKyuu no npumenenuro aexapemeernozo npenapama (em. 1 ocydapemserinsii
peecrnp aexapemserineix cpedems, bhttp:/ [ gris.rosminzgdrav.ru).
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[punoxenune b. Anroputmsl encTeuii Bpaua

noaxonabl K NEYEHUIO AHLA-TH

AAB/AHLA-TH

\ 4 \ 4

g AAB 6e3 xu3sHeyzpoXxaruwux nposseHul h g usHeyzpoxatouwjue nposeneHus AAB h
u wn
\Hemm«enbui AHL|A-TH (Cr< 354 mmone/n 6e3 nompebHocmu 8 3[1T) )) 9 msxenoiii AHYA-TH (Cr > 354 mmons/n u/unu 3[1T) )
Y Y | Y v | Y
g PTM* PTM* LIOA (MMO)## L®A A g - L®A + PTM h
* * + * Mnasmoo6meH +
9 K aBaKkonaH K aBakonaH | K )
I [ [ | |
I I
OueHka 3¢ PeKra/ocnoxHeHnn OueHKa 3¢ deKTa/ocnoxHeHnn
3-6 mec. 3-6 mec.
[ [
Pe¢paKTepHOCTb Ped)paKTepHOCTb
MoppepxuBatowan JKCnepTHbIN MoppaepxuBaiowasn DKCNepTHbIN
Tepanus LeHTp Tepanusa LeHTp
Y Y
PTM AsatnonpuH o Konsepcus: PTM AsatnonpuH ¢ KoHusepcus:
+ + PTM Ha LIOA + + L®A Ha PTM unu LOA+PTM
K K L®A Ha PTM unu LOA+PTM K K e YBenunuuntb: fo3bl NK
MMO Ha LIOA e PaccmoTpeTb: aBaKomnaH
MM® Ha PTM e lo6aButb: BBUT

o YBenuuutb: no3bl NK
e PaccmoTpeTb: aBakonaH

MpumeyaHna K pUCYHKy:
* BO3MOXKHO pacCMOTpeTb coyeTaHue ¢ 2 MHby3nammn uuknopocpammpa**

## KombrHauma #mnkodeHonata modeTtnna** u rioKoKOPTUKOUAOB MOXKET ObITb MCMONb30BaHa A1A UHAYKLMN PEMUCCUN Y OTAENbHBIX MaLeHTOB
¢ HetAxénbiM AHLIA-TH 1 B OTCyTCTBMe TAMXENBIX XKN3HeYrpoxatowmx nposasneHnin AAB n/unm npy npoTrBonoKasaHUAX K Ha3HauYeHNo U He-
KenaTenbHOCTY NpUMeHeHuA Lyknodochammaa

a - Bbi6op mMexay putykcumabom** n yuknopochammgom** ona MHAYKUMM peMnccun:
* PUTYKCUMAG*™ npefnoutnTenbHee — coxpaHeHne ¢epTUIBHOCTY, HEMOLLHbIE AN, BaXHO WajaLlee NPYMEHeHNe roKOKOPTUKONOB,
nmmyHoderoTnn Mp3-AHLA, HenepeHocmocTb Lrknodochammupa**;
o unknopochamua* npepnouTuTenbHEE — TAXKENOE NOPAKEHME NMOYEK C YPOBHEM KPeaTUHIHA B CbIBOPOTKE >354 MKMONb/N 1/vnu 6bICTpbIMU
Temnamu cHmkeHna pCKO.

b - ABakonaH npegnoutuTenbHee, YeM BbiCOKO#o3Hble K B criefylowmx cutyauusax:
o [MaLmMeHTbI C BbICOKUM PUCKOM TOKCMYHOCTU [K B aHamMHe3e: comyTCTByoLLve 3a6051eBaHs, KOTopble MOTYT yXyALMTbCA 13-3a IK; npeapigyLime
3nm3ofbl TOKCUYHoOCTH K
o [MaLMeHTbI C BBICOKUM PUCKOM TOKCUYHOCTM [K Ha OCHOBE BbICOKOW KyMynaT/BHOW A03bl [K 13-3a TAXecTn 3aboneBaHvs: 6onbluas Kymyns-
TVBHaA 403a B X04e VHAYKLMY; peLyamnBbl 3aboneBaHns; peppakTtepHOCTb 3aboneBaHNA K Tepaniu
o [aLMeHTbI C BbICOKMM PUCKOM TEPMIHATIbHON MoYeyHon HegocTatoyHocTu: pCKD B Havyane nevexus <20 mn/mnH/1,73 m2; NMpopgosmkatowasncs
nporpeccna JUCGyHKLUM NoYeK B XOAe NeYeHns

¢ - Boibop mexay putykcumabom** n #asatronpmHoOM** ana nopaepkaHna pemmccni:
* PUTYKCUMa6** npepnoytutensHee — ummyHodeHotnn Mp3-AHLA, noxunbie/ocnabnerHble nauueHTsl, nocne peynansa AAB/AHLIA-TH, He-
nepeHOCUMOCTb #a3aTuonpuHa**;
« #azaTronpuH** NpeanouTUTENbHEE — HU3KUI YPOBEHb IgG <3 I//1, HEAOCTYMHOCTb/HENEPEHOCUMOCTb PUTYKCMMaba**.

CokpaweHus: Cr — KpeaTHuH cbiBopoTki; AHLIA-TH — AHLIA-accouumpoBaHHbiii rnomepynoHedpuTt, AAB — AHLIA-accoLmMnpoBaHHbIN BacKyuT,
LI®A - yuknodocdammng**; TK — rniokokopTukonabl; PTM - putykcnmab**; MMO - #mnkodernonata modetun**; BBUI - #ummyHornobynmH yeno-
BeYECKMN HopmanbHbI**; A3A - #azaTronpux**.
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[punoxenne B. MHpopmaums ans nauperta

CrcreMHbBIE BACKYAHTBI, ACCOIIMUPOBAHHBIE C AHTHTEAAMH K ruTorAasme Heldtpoduaos (AHIIA) — s1o ay-
TOUMMYHHAA OOAE3Hb, IIPH KOTOPOH IIPOUCXOAHUT BOCITAACHHE U ITOBPEKACHHE MEAKHX KPOBEHOCHBIX COCYAOB
B pasAmdHBIX opraHax. CyIecTByeT HECKOABKO BAPHAHTOB 3a00AEBAHUA, IIPOABACHUSA (CHMIITOMEI) KOTOPBIX OT-
amaarores. AHITA-accormmpoBanmbie BACKYARTH — O4EHb PEAKOE 3a00AEBaHHE (32 TOA 3200A€BarOT 1-2 YeAoBeka
n3 100.000), 2 mpuauHEL ero pasBUTHA AO KOHIIA HE ACHEL

V 3AOpOBBIX AFOACH MMMYHHAS CHCTEMA CIIOCOOHA ITPABHABHO PACIIO3HABATD IYKEPOAHBIE SIACMEHTHI, ITOIIAB-
IIMe B OPraHu3M, HAPUMED, OAKTEPUH U BUPYCHI, U YHHYTOXKATH UX C IIOMOIIBIO CIEIIMAABHBIX KACTOK 1 AHTH-
TeA. AyTOMMMYHHBIEC 3200A€BAHNA PA3BUBAIOTCA U3-3a COOA B pabOTE NMMYHHOM CHCTEMBI, KOTOPAs OIIHOOYHO
aTakyeT KAeTKH 1 TkaHu cooctsenHoro teAa. [Tpn AHIIA-accormmpoBaHHbIX BACKYANTAX OCOOBIH THIT aHTHTEA,
AHIIA, B3anMOAEHCTBYET € KACTKAMH MMMYHHOR CHCTEMBI — HEHTPOUAAMH, H3-32 YETO OHM HAYMHAIOT ATAKOBATH
U IIOBPEKAATh CTEHKH MEAKHX KPOBEHOCHBIX COCYAOB (karmmAAApoB). [Toaromy mpn AHITA-acconmmpoBannex
BACKYAHTAX B IIEPBYIO OYEPEAD CTPAAAIOT OPTAHEL, B KOTOPBIX MHOTO KPOBEHOCHBIX COCYAOB — ITOYKH, ACTKHE, KOKA,
HepBHadA cucrema. [lopazkenne ovexk Ipu CUCTEMHOM BacKyAmTe, Tak HasbiBaembrii AHIIA-accormmpopannbrit
FAOMEPYAOHEPUT, MOKET B TEIEHUE HEKOTOPOIO BPEMEHHU HE COIIPOBOKAATHECA OOABIO HAH OTEKAMH, HECMOTPA
Ha BBICOKYIO aKTUBHOCTb OOAE3HH U OBICTPOE PA3PyIIEHHE TOPAKEHHOIO OpPIaHa.

Amarnos AHITA-accormupoBaHHOro BACKyAHTA MOKET OBITH YCTAHOBACH TOABKO BPAYOM Ha OCHOBAHHM pe-
3YABTATOB AADOPATOPHOIO M HHCTPYMEHTAABHOTO 0OcAeAOBaHuA. [ToMIMO 001Iiero aHaAm3a KpoBH 1 OOIIIETO aHa-
AM32 MOYH, OMOXHMIYECKOTO AHAAN3a KPOBH, HEOOXOAMMO BBIITOAHITH AHAAN3 KPOBH HA AHTUTEAA K IINTOIAA3ME
Heirrpoduros. Ecanr obcaeAoBaHme YKa3bBaeT HA TIOPAKECHIE IOYCK (TIOABACHIE KACTOK KPOBH M OCAKA B MOYE,
HOBBIIICHNCE KOHI[CHTPALINH KPEATHHIHA B KPOBH), BPAYN IIPOBOAAT OHOIICHIO ITOYKH — HCCACAOBAHIE HEOOABIIIOTO
(pparmeHTa MOYKH, TOAYYEHHOTO € IIOMOINBIO IIPOKOAA CIIEIINAABHON HIAOH. BHOmICHA MOYKH HEOOXOANMA AAS
HOATBEP/KACHISA AMATHO32 H OIICHKH ITPOTHO3a 3a00AEBAHIA BCEM ITAIMECHTAM C IIPU3HAKAMI ITOPAKEHHUA IIOYEK
npu AHITA-acconuupoBaHHOM BacKyAHTE.

AHITA-acconuupoBaHHbIe BACKYAHTHI HE IPOXOAAT CAMH ITO ceOe O3 CrermaAbHOro AedeHud. OTka3 marenTa
OT A€YEHUA C OOABIIION BEPOATHOCTBIO IIPHBEAET K HEOOPATHMOMY ITOBPEKACHUIO IIOYEK, ACTKUX 1 APYTUX HKH3-
HEHHO BaKHBIX OPTIAHOB C PA3BUTHEM IIOYEUHOH 1 ABIXATEABHOIN HEAOCTATOYHOCTH, 4 B TAKEABIX CAYIAAX — K CMEPTH
narerTa. CyInecTByroT pasAndaHbie ITOAXOAB! K Aegernto AHIIA-acconumpoBaHHbIX BACKYANTOB, BCE OHI HAIIPAB-
AEHBI Ha IIOAABAEHHE AKTHBHOCTH MMMYHHOI CHCTEMBI, ITO OCTAHABAMBAET ITOBPEKACHNE IIOPAKEHHBIX OPIAHOB.
Bpadn MoryT HasHAYATE PASAHMYHBIC COYCTAHUSA ACKAPCTB, YTOOBI AOCTHYb PEMUCCHU 3a00ACBAHUA — COCTOSHIA,
IIpU KOTOPOM aKTHBHOCTB OOAE3HH OTCYTCTBYET. CBOCBPEMEHHOE HAYAAO ACUCHIUSA H PA3YMHBIN BEIOOP IIPEIIAPaTOB
IIO3BOASIFOT COXPAHHTD BEICOKYIO IIPOAOAKHTEABHOCTD U KAYECTBO KU3HH IAHEeHTOB. OAHAKO CACAYET IIOMHHTb
o tom, uro AHIIA-acconnupoBaHHbIie BACKYAUTE — XPOHUYECKOE 3a00ACBAHIE, IIPH KOTOPOM MOIYT Pa3BUBATHCH
oOocTpenus (IIOBTOPHBIE SIIHM30ABL YXYAILICHHA) IIOCAC 3aBEPILEHIA OCHOBHOH (assl AedeHus. B cBAsu ¢ atnM
IAIIHECHTAM CACAYET PEIYAAPHO HAOAIOAATBCA § ACYAIIEIO Bpavya-HePPOAOTa U HE IIPOIYCKATD 3AIIAAHHPOBAHHEIC
KOHCYABTAIINU 1 OOCACAOBAHUA, HECMOTPA HA XOPOIIIEE CAMOYYBCTBHE.
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[punoxenue I. LLkanbl oueHkM, BONPOCHUKM U ApPYrMe OLEHOUHbIe
MHCTPYMEHTbI COCTOSIHMUS MALMEHTA, NMPUBEAEHHbIE B KITMHUYECKUX
PeKOMEHAALMSX

1. BupMuHreMcKkuii HHA€KC aKTUBHOCTH BACKYAWTA, Bepcud 3
Hassanue na pycckom 23vice: BupMUHIeMCKUIT HHAEKC aKTHBHOCTH BACKYAHTA, Bepcus 3
Opueunanvnoe nassanue: Birmingham vasculitis activity score (BVAS), version 3

Hemounux (odpuynarsmviii caiim paspabomuuxos, nybiuxayus c 6asndayuerr): Mukhtyar C. et al. Modification
and validation of the Birmingham Vasculitis Activity Score (version 3). // Ann. Rheum. Dis. 2009. Vol. 68, Ne12.
P 1827-1832.

Tun:
— IIIKaAQ OLICHKHA

— HHACKC
— BOIIPOCHHK
— ApPyro€ (YTOYHHTB): HET

Hasnauenue: xonnyecrsennas OIICHKA aKTUBHOCTH CHUCTEMHOI'O BACKYAHUTA 11O KAMHHUYCCKUM HpOHBAeHI/IHM

Codepycanue (mabaon):

MaymneHT: [aTta poxgeHusa: Cymma 6annos:
Bpau: [aTa oueHKku:

OTMeyanTe TONbKO MyHKTbl, OTHOCALYMECA K aKTUBHOMY BacKynuty.  Ecnu Bce nposBneHvs o6ycioBnieHbl NepcucTrpyioLen

Ecnv HapyLueHUi, OTHOCALMUXCA K pa3fesy He BbiiBIEHO, OTMETbTE  aKTMBHOCTbIO 60N1e3HU 1 He ABNAOTCA HOBbIMMU, T.€. MOSBUMNCH

«Het» paHbLue, Yem 3a 4 Hefl. O OLEHKM, TO CyMMUPYIOTCS Gasibl
B CTONOLe «MepcucTupytoLasy. Mpu Hanuumm xoTs 6bl OBHOTO
HOBOTO NPOSBIEHNA UV OTPULIATENBHOWN AUHAMIKU MO OAHOMY
13 HUX CyMMUPYIOTCA 6ansibl B CTONGLIE «HOBOE MposABIeHne/

yXyALWweHne»
Mepcuctupyrowian Hosoe npossneHune/
aKTUBHOCTb yXyALlleHne

1. 06w Me NpoABNEHNA — MaKCMMyM 6annoB 2 3
Mwanruna 1 1
ApTpanrua/apTput 1 1
Jlnxopagka =38°C 2 2
CHVKeHVe macchl Tena Ha =2 Kr 2 2

2. KoXXHble — MaKkcumym 6annos 3 6
NHbapKTbl KoXK 1 2
Mypnypa 1 2
A3Bbl 1 4
+ FaHrpeHa 2 6
[pyrvie NnpoaBAeHna KOXKHOro BacKymTa 1 2

3. CnusucTble 060N104YKM/OpraH 3peHNa — MaKCUManbHbI 6ann 3 6
f13Bbl Ha CIM3MCTOM NONIOCTY PTa 1 2
[eHuTanbHble A3BbI 1 1
ApHekcnt 2 4
3HauUMmbI NTO3 2 4
Ckneput/anuckneput 1 2
KoHbloHKTUBUT/6nedaput/kepatnt 1 1
3aTyMaHeHHoe 3peHune 2 3
OcTpas notepa 3peHun HeT 6
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Yseut 2 6

< MopaxkeHmne ceTyaTKm (BacKynut/Tpom603/ s3Kccypat/
KpOBOU3NNsHNE)

N
[e)}

4. JIOP-opraHbl — MaKCUMasnbHbIii 6ann
KpoBaHucToe otaensemoe 13 Hoca/ KOpKW/ A3Bbl/ rpaHynembl
CrHycut 1
MoacknagoYHbI CTeHO3 3
KoHAyKTrBHaA Tyroyxoctb 1

“ HenpoceHcopHas Tyroyxoctb

w N

5. OpraHbl FpyAHOI NOMIOCTU — MaKCMManbHbI 6ann

—_

Xpunbl
MaArkoTKaHHble oyaru U NonocTu HeT
[neBpanbHbI BbINOT/ NIEBPUT

NHunbTpaTthl

SHAO6POHXMaNbHOE NopakeHne

« MaccuBHoOe KpoBoxapKaHbe/ afibBeonsipHOe KpOoBOTEeYeHe
< [bixaTenbHasA HeAOCTaTOYHOCTb

6. Cepaey4HO-coCcyanCTble — MaKCUMarnbHbIi 6ann

—_

OTcyTcTBME NYNbCaLUn neprudepuyecknx apTepun

N

[NopaxeHune KnanaHoB cepaLa

—_

MNepukappnt
“ Nwemunueckne 6onu B o6nactu cepaua
< Kapaunomuonarus
+ 3acToliHaA cepaeyvyHaa He[OCTaTOYHOCTb
7. OpraHbl GPIOLWHON MONOCTY — MAaKCMMAJIbHbIN 6ann
MeputoHUT

[napes c npyMecbio KpoBm

w b~ A N NN
A OV VU V. OO O A W A MO ODO DA B DB WDNOOODWON DO

< bonun B XKMBOTE NLLIEMMNYECKOrO TUNa

O N W W A W W N

-_
N

8. MouKm — MakcmanbHbI 6ann

—_

ApTepuanbHas runepTeH3us

MpoTennypua >1+

* lematypua 210 B n/3p

KpeaTnHunH cbiBopoTku 125-249 mkmonb/n (1,41-2,82 mr/pn)*

KpeatnHuH cbiBopoTku 250-499 mkmonb/n (2,83-5,64 mr/pn)*

A W N WN
0w o0 b~ O b Db

+« KpeaTuHuH cbiBOpoTKMN =500 mKMonb/n (25,66 mr/gn)*

+* MNoBbIlweHne ypoBHA KpeaTUHNHa Ha >30% OT NCXOZHOTo
nnu cHmxkeHne CK® Ha >25% o ncxogHoro

(o)}

HeT

* OyeHusaemca moJsibKo npu nepgom ocmompe.

]

9. HepBHas cuctema — MakcumanbHbI 6ann 6

_

[onoeHas 60sb 1
MeHuHInT 1
OpraHnyeckoe HapylUeHne CO3HaHuA 1
Cypoporu (He cBsi3aHHble C NOBbILEHVNEM JABNEHWSA)
< Llepe6poBackynspHan Katactpoda

< MNopakeHne CNMHHOro Mmo3ra

+« NopakeHne YepenHo-mMo3roBbix HEPBOB

CeHcopHas nonvHerponaTma

w wWw w w w w
O O OO VW VW OV W Ww

+* MHO>KeCTBEHHbIi MOHOHEBPUT

10. Mpouee HeT HeT

% TAxenble NOpaxxeHus.
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H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Kntou (nHTepnpetauusn): 3HaueHne BVAS, paBHoe Hynto (0) cooTBeTcTBYeT pemuccun 3aboneBaHus. 3HaueHne BVAS >0 oTpaxaeT
akTnBHoCcTb AHL|A-accoummnpoBaHHoOro Backynuta. bonee Bbicokre 3HaueHua BVAS oTpakaloT BbICOKYIO aKTMBHOCTb 3aboneBaHus.
MposaBneHns, 0603HaueHHble KaK TaXKesible, TPeOyoT 0CO60ro BHUMAHMUA BPaya, MOCKOSbKY MOTYT B CYLLECTBEHHON CTEMEHWN ONpPeaensTb
NporHo3 3aboneBaHus.

MoAcHeHunA:

o [lpu nepBoii oueHke BVAS oTmeTbTe Bce NposBneHns 3aboneBaHnaA y naumeHTa, KOTopble Henb3A 00BbACHATL APYTMU NPUYMHAMK (Hanpu-
Mep, HexenaTteslbHbIMV ABNEHUAMI Tepanuu nekapcTBEHHbIMY NpenapaTtamu), Kpome akTnBHoCT AHLLA-accoummnpoBaHHOro BacKynmTa Kak
«HOBOE NMpoABeHNe/yXyaLWeHne».

o [lpu noBTOpPHOM OLeHKe BVAS B AMHAMMKE NPY HAMUMm XOTA 6bl OAHOTO HOBOTO MPOABIEHUS, NOABKBLUETOCA B TeUEHME 4 NPefLIeCcTBYOLNX
Hefenb, NV OTPMLATENbHO AUHAMMKI MO OBHOMY 13 NPOABNEHNI B TeYeHVe 4 NPeaLLecTBYIOWMUX Hefjenb, CyMMUPYIOTCA 6annbl B cTonbLe
«HOBOE NPOSABEHNEe/yXyALLIEHEY.

o [lpv noBTOpHOI1 OLeHKe BVAS B AMHamMuKe, eciiv Bce NposBiieHns 06yCI0BNEHbl MePCUCTVPYIOLLEN aKTUBHOCTbIO GONE3HU 1 He ABMAIOTCA
HOBbIMU, T.€. MOSABUINCD B Nepuog 4-12 Hed. (4o 3 Mec.) O OLEHKM, a BbIPAKEHHOCTb X HE HAPaCTaeT, TO CyMMUPYIOTCA Gasibl B cTonbue
«MePCUCTUPYIOLLAN aKTUBHOCTbY.

o [lpu noBTOPHOI OLleHKe BVAS B fiuHaMIKe NPOABNEHNS, KOTOPblE COXPAHAIOTCA Y NaLMeHTa B TeueHne 6onee yem 3 MeC. 1 He YXyALIALoTCA,
pacLieHMBaIOTCA Kak MOBPEXAEHMNE 1 HE YUNTbIBAOTCA.

Ecnv cymma 6annioB B KakoM-M60 13 pa3Aesnios NpeBbilaeT MaKCMManbHbIi 6ans, yKasaHHbIN B MEPBOI CTPOKE pa3fena, To B obLuiem cyeTe
YUUTBIBAETCA MaKCMManbHblid 6ann pasaena. Hanpumep, eciv y nauyeHTa ¢ Bepable BbisIBNIEHHbIM MOPaXXeHem noyek Cymma 6annos B pasgene
«8.MouKu» cocTaBnseT 16, UTo NPEBbILLAET MAKCMMabHO BO3MOXKHbII Gan 3a 31oT pasgen (12), To B 06Luyto cymmy 6ansios npu noacyeTe 3HaueHus
BVAS cnepiyet no6aButb He 16 6annos, a 12.

2. MHAEKC IOBPEXKAEHHA IIPU BACKYAUTE
Haseanue na pycckom a3vixe: VIHAEKC IOBPEKACHUA IIPH BACKYANTE
Opuzunasvnoe nazsanue: Vasculitis Damage Index (VDI)

Hemounux (opuyuanvoii caiim paspabom=uxos, nybanxayus c saindayueir): Exley AR, et al. Development
and initial validation of the Vasculitis Damage Index for the standardized clinical assessment of damage in the
systemic vasculitides. // Arthritis. Rheum. 1997. Vol. 40, P. 371-380.

Tun:

— IIKAAQ OIICHKI

— HHACKC

— BOIIPOCHHK

— Apyroe (YTOYHHTD):

Hasnauenue: xonnyecrsennas OITCHKA HAKOITACHUA HCO6paTI/IMI>IX M3MEHEHIH OpraHoB 1 TKAHEH BCACACTBHE
AKTUBHOCTH CUCTCMHOTIO BACKYAHTA UAW IIPOBOAIMOTO ACYCHHUS

Codeprycanue (mabaon):

MauuneHT: [ata poxkpeHusa:
Cymma 6annos:
Bpau: [laTa oueHKu:
Het na

1. CKeneTHO-MbilIeYHble
BblpakeHHasa MbilleyHas aTpodua nnm cnaboctb
NedopmmpyoLnii/spo3nBHbIN apTpuT
OcTeonopo3/KOMMNPECCUOHHbIN Nepesiom NO3BOHKa
AcenTnYecKnin HeKPo3
Octeomunenut
2. Koxa/cnusuncTble 060104KM
Anoneuunsa
A3BeHHble fedeKTbl KOXKHbIX MOKPOBOB
A13Bbl Ha CIM3UCTbIX
3. OpraH 3peHus
KaTtapakTta
M3meHeHnA ceTyaTKkm
ATpoduAa 3puTenbHOro HepBa

HapylueHue 3peHua/gunnonua
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HPOGKT MHULMATUBHBIX KMUHUYECKMX peKomer,au,Mﬁ N0 AMATHOCTUKE U NEYEHMIO NOPAXEHNSA NOYEK NPK AHLLA-OCCOLIMMPOBOHHI:IX BACKYNMTOX

Cnenota
[ecTpyKuma cTeHoK opouTbl

4. J1IOP-opraHbl
MoTepsa cnyxa
3anoXeHHOCTb HOCa/ OTAEeNnAemMoe 13 Hoca/ KOpPKK
Mepdopauus HocoBoi Nneperopofku/ aedpopmauns CNMHKK Hoca
XPOHNYECKNIN CUHYCUT/ PEHTrEHONOTYECKNE N3MEHEeHNA
MoacknafouHbIN CTeHO3

5.Jlerkue
JlerouHas runepTeH3na
JlerouHbiii Gnbpo3
WNHdapKT nerkoro
®rbpo3 nnespsbl
XpoHnyeckasa actma
XpoHunyeckas ofplika
[bixaTenbHasa HEAOCTaTOYHOCTb

6. CepeuHo-cocyancras cuctema
CreHoKapaua/aHrmonnacTmKka
NHpapKT mmokapaa

7. MopaxeHune neprdeprnyecKknx cocyaos
OTcyTCTBME NyNbcauuy nepridpepryecKon apTepun KOHEYHOCTN
Bropoi ann3op oTcyTCTBMA NyNbcaumy nepupepryeckon apTepun KOHeYHOCTH
CTeH03 KpynHoro cocyna
MNepemexatowwanca xpomota >3 mec.
Manas noteps TKaHen
KpynHasa notepsa TkaHemn
OCNoXKHEHHBI BEHO3HBI TPOMO03

8. XKenyaouHO-KMLIEYHbIN TPaKT
NHbapKT KnwKn/pesexkunsa
Me3eHTepuranbHasa HelOCTaTOYHOCTb/MaHKpeaTnT
XPOHMYECKNI NePUTOHNT
CTpukTypa nuuieBoaa/onepauma

9. Moukn
CHuxeHne CKO/pCKD Ha =50% oT ncxopHom
MpotenHypusa =0,5 r/cyT
TepMunHanbHaa noyeyHas HeJOCTaTOYHOCTb

10. HepBHasa cucrema
KorHutusHble HapyLleHua
Mcnxo3
Cypoporu
LlepebpoBackynsapHas Katactpoda
MopaeHne YepernHo-mMo3roBbliXx HepPBOB
MonuHenponatuna
MonepeyHbin Muennt

11.Mpoune
HapyweHune ¢pyHKLMM NONOBbIX XKene3
Mwuenocynpeccusn
CaxapHblii fuabet
XMNYeCcKnin uncTnuT
OHKonornyeckoe 3abonesaHuve

NHoe
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H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Kntoy (MHTepnpeTauvm): yBenmyeHne cymmapHoro 6anna VDI c TeueHnem BpEeMeHU yKa3blBaeT Ha HaKonjieHne faneko 3aleiwmnx n/unv Heob-
pPaTnMmbIX N3MeHeHUN OpraHOB BCNeACTBME NOBPEXAEHNA NX PaMKaX AHLlA-aCCOU,I/II/IpOBaHHOFO BaCKynu1Ta, passntnA OCJIOXXHEHMIA 3a60NeBaHNA
NN ero nevyeHunsa.

MNoAacHeHus: npwu 3anosiHeHn cnefyeT y4YnTbiBaTb JINLWb NPOABNEHNA, KOTOPbIE pa3BUNIUCH Nocsie ,qe6|0Ta CUCTEMHOTrO BaCKynnTa 1 COXpaHa-
l0TCA >3 Mec. 3a Kaxabln MYHKT Ha4ncnAaeTca oauH 6ann. B otnmune ot nHaekca BVAS cnefyeT ydnuTbiBaTb He TONIbKO NMPOoABNIEHNA, pa3BuBLUMECA
BCneAcTBme akTMBHOCTU 3a601eBaHNA, HO U HEXesaTesIbHble SABMIEHNA Tepanun. BennumHa nHgeKkca B fUHaMMKe MOXET b yBenmumeatbCa nnun
OCTaBaTbCA I'Ipe)KHeVI, HO He CHUXaTbCA (BCE N3MEHEHMS pacueHnBaloTCA Kak I'IepMaHEHTHbIe).
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OpHruHanbHble cTaTby C.C. Angpees, PH. Tpywkun, TK. Mcaes 1 coasr.

Pesrome

Bsedenue: xporndueckan 60A€3Hb II0YEK OCTAETCA CEPHE3HOM MPOOAEMOIT 3APABOOXPAHEHNsA, 0COOEHHO
B TEPMUHAABHOM CTAAUH IIOYEYHOIH HEAOCTATOUHOCTH, TA€ TPAHCIIAAHTAIIMA IOYKU ABAACTCA Hamboaee
3¢ peKTUBHBIM MeTOAOM AeueHHA. OAHAKO OCAO’KHEHUA, TAKHE KaK IIMEAOHE(PPUT TPAHCIIAAHTATA, MOL'YT
YIPOJKATh YCIIEXy TPAHCIAAHTALIMH U IIPUBOAUTH K moTepe aarorpadra. [leasro AaHHOrO nccaeaoBaHuA
OBIAO BBIABAEHUE 3HAYMMBIX KAMHIYECKHUX (DAKTOPOB Y IMMAIIMEHTOB, T'OCIIMTAAU3HPOBAHHBIX C ITHEAOHE(-
PUTOM TPAHCIIAAHTUPOBAHHOMW ITOYKH, ACCOLIAPOBAHHBIX C TPAHCIIAAHTATIKTOMHUEH.

Mamepuanvt umemods.: IPOBEACHO PETPOCIEKTHBHOE OAHOLIEHTPOBOE HICCACAOBAHIE HA OCHOBE AHAAN32
501 cayuaa nuesoHeppUTA TPAHCIIAAHTHPOBAHHOM IIOYKH Y B3POCABIX ITALINIEHTOB, FOCIIUTAAU3HPOBAHHBIX
B niepuoA ¢ 1 aaBapsa 2018 roaa o 30 urona 2024 roaa. Co6panbl AeMorpacduyeckne, aHAMHECTUIECKHE,
AabopaTopHbIE U HHCTPYMEHTAABHBIE AAHHBIE, 2 TAK)KE IIPOBEACH aHAAM3 UCXOAOB. AAA BBIABACHUA IIpe-
AMKTOPOB TPAHCIIAAHTATIKTOMUH HCIIOAB30BAAMCHh METOABI AOTHCTHYECKOM perpeccun. Pazpaborannan
MoAeAb ObIAa onteHeHA ¢ rtomomnbo ROC-anasusa.

Pesyarvmamor: TpaHCIAAHTATIKTOMEA ITOTPeOOBasack y 5,8% naruenTos. KaroueBpiMu npeAnkTopamMmu
HEOOXOANMOCTH YAAACHIA TPAHCIIAAHTATA OKA3aANCh: He(DyHKUHMOHupyotmii TpaaciaanTar (O111=13,647;
2<0,001), ypocencuc (OIll=4,804; p=0,014), He06GXOAMMOCTb 3aMECTUTEABHOI IIOYEUHOI TepaIuu
(0OI11=12,884; p=0,026), B CBOXO OUEpEAb NCIIOAB30BAHHIE TPEXKOMIIOHEHTHON MMMYHOCYIIP€CCHBHOM
TEPAIHH BHICTYIIAAO IPOTEKTUBHEIM (pakropom (OI11=0,140, p=0,003). PaspaboTanHaa MOAEAD BBIABHAA
3HAYNMBIE ACCOIUAIII MEXKAY KAMHIYECKIMH (DAKTOPAMU U TPACIIAAHTATIKTOMHUEI, IIPOAEMOHCTPUPOBAB
Xopoiiee cooTBeTcTBIE HabAroAaeMbIM AaHHBIM (AUC=0,951; 95% AM: 0,92-0,98).

Obcyncdenne u 3axaruenne: Hanbosee 3HAYMMBIMY IPEAUKTOPAMYU TPAHCIAAHTATIKTOMHUH OKA3aAVCH
HeYHKIIMOHUPYIOIIHI TPAHCIIAAHTAT U CUCTEMHBbIE HH(PEKIMOHHBIE OCAOXKHEHIA, TAKIE KAK YPOCEIICHC.
ITpumenenue TPEXKOMIIOHEHTHOM MMMYHOCYIIPECCUBHOM TEPAIINU IIOKA32A0 IPOTEKTUBHBIN 3 eKT,
YTO IOAYEPKHUBAET BAXKHOCTH OITHMU3AIUU CXeM HMMyHocytpeccun. [ToayueHHbIe AAHHBIE MOTYT OBITH
HICIIOAB30BAHBI AAAl Pa3Pa0OTKHU CTPATEIHid PAHHETO BBIABACHUA IAIIEHTOB C BEHICOKHM PHCKOM IIOTEPHU
TPAHCIAQHTATA U YAYYIIIEHHA MCXOAOB A€UEHHUA. AAS AAABHEIIIETO IIOATBEPIXKACHHA PE3YABTATOB HEO00-
XOAHMBI MHOT'OLICHTPOBBIE IIPOCIIEKTHBHBIE HCCACAOBAHUA.

Karouesoie cnosa: nuenonegppum noveurnozo mparcnianmania, mpancnaanmanmkmomus, npeouxmnopsl Hebaazonpusmmsrx
1EX0008, MOOeA HPOZHOSUPOSAHUA

Abstract

Introduction: chronic kidney disease remains a major healthcare challenge, particulatly in cases of end-
stage renal failure, where kidney transplantation is the most effective treatment. Howevet, post-transplant
complications — such as transplant pyelonephritis — significantly compromise graft function and potentially
result graft loss. This study aimed to identify predictors of transplantectomy in patients hospitalized with
allograft pyelonephritis and to develop a predictive model for assessing the risk of adverse outcomes.

Materials and Methods: a tetrospective single-center study was conducted, analyzing 501 cases of
pyelonephritis in transplanted kidneys in adult patients hospitalized between January 1, 2018, and June 30,
2024. Demographic, medical history, laboratory, and imaging data were collected, and patient outcomes
were assessed. Logistic regression was applied to identify predictors of transplantectomy. The predictive
performance of developed model was evaluated using receiver operating characteristic (ROC) analysis.

Results: transplantectomy was required in 5.8% of patients. Key predictors of graft removal included
nonfunctioning graft (adds ratio, OR=13.647; p<0.001), presence of urosepsis (OR=4.804; p=0.014), and the
need for renal replacement therapy (OR=12.884; p=0.026). COnversely, the use of triple immunosuppressive
therapy was identified as a protective factor (OR=0,140; p=0.003). The developed predictive model
demonstrated strong associations between clinical factors and the risk transplantectomy, showing a
reasonably good fit to the observed data (AUC=0.951; 95% CI: 0.92-0.98).

Discussion and Conclusion: the most significant predictors of transplantectomy wete a nonfunctioning
graft and systemic infectious complications such as urosepsis. The use of triple immunosuppressive therapy
showed a protective effect, underscoring the importance of optimizing immunosuppressive regimens
in transplant recipients. These findings provide a foundation for developing strategies to identify patients
at high risk of graft loss early and to improve treatment outcomes. However, further validation through
multicenter prospective studies is warranted to strengthen and generalize these results.

Key words: pyelonephritis of a renal transplant, transplant removal, predictors of adverse outcomes, prediction model
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q)OKTOpr, QCCOLMMPOBAHHbIE C TpCIHCI'IJ'IOHTGTBKTOMMelji Y NAUMEHTOB, rOCMUTANMINPOBAHHBIX B CBA3N C I'IMeJ'IOHed)pMTOM NOYEYHOro...

1. Beeaenue

Xponnueckas 6oaesup novek (XBIT) ocraerca
OAHOI U3 HAHOOAEE PACIIPOCTPAHEHHBIX HO30AOTHIA.
ITo pamrEBEIM BO3 nipnmepro 860 MEAANOHOB AFOACH
BO BCEM MHIPE CTPAAAFOT OT 3a00ACBAHHIA IIOYEK, U3 HUX
843,6 muaAmoHOB AtoAelt — XBIT Toit mAn MHOI TsKe-
cru [1]. Hauboaee omacHbIM OCAOKHEHIEM M JKH3HEY-
IPOZKATOIIIM COCTOAHHEM, ACCOITMIPOBAaHHBM ¢ XDBIT,
ABASICTCA PA3BUTHE TEPMHHAABHOM ITOYECIHON HEAOCTA-
TOYHOCTH. Y ITAIIHEHTOB C TEPMHUHAABHOM CTaAHEH
IIOYEYHON HEAOCTATOUYHOCTH TPAHCIAAHTAIIUSA ITOYKH
ABAAeTCA 3P PEKTHBHBIM U OE30IIACHBEIM METOAOM Ae-
YeHNSA TAIMEHTOB C TEPMHIHAABHON CTAAHEI ITOYECIHON
AI/IC(i)yHKLH/II/I, YNCAO BBIIIOAHCHHBIX Tp’dHCHAaHTaHHﬁ
HEH3MEHHO PacTér [2]. AAAOTPAHCIAAHTAIIHSA ITOYKU
3HAYHTEABHOM YAYYIIAET KAYECTBO KU3HU U ODIIYIO
BBIKUBAEMOCTD Y ITAIINEHTOB, ABAACTCA KAMHHIKO-3KO-
HOMHIYECKH 3 (DEKTUBHBIM METOAOM IO CPABHEHHIO
¢ amaansom |3, 4].

Mcrnoap3oBanne NMMYHOCYIIPECCHBHON Teparmn
IIO3BOAACT IIPEAOTBPAIIATD OTTOPHKEHHE IIEPECArKEH-
HOT'O OpPraHa, OAHAKO 3TO IOBBIIIIAET PUCK HH(EKIHOH-
HBIX OCAOKHEHUI. [ToMIMO 3T0r0, 329aCTyIO ¥ perum-
€HTOB IIOYE€YHOTO TPAHCIIAAHTATA IMEFOTCA PA3AUIHBIC
COIIYTCTBYIOIIINE 3a00AEBAHMA (CEPACTHO-COCYAUCTEIE,
3HAOKPHHOAOIMYECKUE U APYTHE), YTO €Ile OOABIIIE
nosbimaeT puck uadeknnii [5, 6]. Mndexmun moue-
BoiBoAAIHX 1ryteil (MMIT) ssafrorcs manboaee pacrpo-
CTPAHEHHBIMH OCAOKHEHHAMH y PEIUITHEHTOB II0YEY-
HOTO aAAOIpadTa, COIPOBOKAAIOTCA BEICOKOH YACTOTOM
TOCITHTAAM3ZAIINH, ITOTEPEH TPAHCIIAAHTATA I CMEPTEH
[7]. UMIT y perunmenToB BKAOYAIOT OOBIMHO IINCTHT
u nueAoHeput. AaHHBIE TTOIYAAIIMOHHBIX KOIOPT-
HBIX MCCAEAOBAHMI ITOKA3BIBAFOT, YTO FOCITUTAAUIAIIA
110 ITOBOAY IIHEAOHEPPUTA Y PELHUITNEHTOB ITOYETHOTO
TPAHCIAQHTATA 3HAYHUMO ACCOIMHPYETCH C ITOBBIIICH-
HBIM PHCKOM ITOTEPH OPraHa U CMEPTH ITartueHTos [8, 9].

VuuTeBasg pacIpoCTPaHEHHOCTD IIPOOAEMBI M CE-
PBE3HOCTD OCAOKHEHHH BUANTCA HEOOXOAUMBIM Pa3-
Pa0bOTKA IIOAXOAOB K aHAAU3Y PHUCKOB HEOAATOIIPHATHEIX
HCXOAOB Y TOCIHTAAMSHPOBAHHEIX IO IIOBOAY IIHEAO-
HedpHUTA Y PEIHUIIMEHTOB IIOYEIHOIO aAAOTrpadrTa.
BrrBAeHIE IIPEAMKTOPOB HEOAATOIIPHATHOTO MCXOAQ
HEOOXOAUMO AAfl OIIPEACACHHSA CTPATETHH BEACHHH,
YTO ITOMOKET IOBBICHTD KAYECTBO OKA3AHMA IIOMOIII
LIAITHEHTAM.

[Iporrosupopanme BEKUBAEMOCTH TPAHCIIAAHTATA,
HEOOXOAMMOCTH ITPOBEACHHSA OPraHOYHOCSIIEH OIIe-
panuu — TPAaHCIIAAHTATIKTOMUU — M BELKHBAEMOCTH
HaryeHTa KpaiiHe 3aTPYAHEHO BBHUAY PasHOOOpa3ns
U CAOKHOCTH (DaKTOPOB, IIPHUBOAAIIINX K TEM HAH HHBIM
HCXOAAM. Y AYHINIEHHE IIPOrHO3UPOBAHNA TAKIX FHCXOAOB
IIO3BOAAICT BPAavaM YIIPABAATH PHCKAME IIPH IPUHATAN
BPa4YeOHBIX PEIICHIN U ACUCHUH ITaIueHTOB. AaHHOE
HCCAEAOBAHHE IIOCBAIIEHO BEIABACHUIO IIPEAUKTOPOB
TPAHCIAAHTATIKTOMUH V IAIIHECHTOB, TOCIIUTAAUZUPO-
BAHHBIX ITO ITOBOAY ITHEAOHEMPUTA TPAHCIAAHTATA.

OpMI’MHOﬂbeIe CTaTbU

2. MarepuaAbl 1 METOABI
Ausatin uccredosanus

PerpocniekTuBHOE 0OCEPBAIIMOHHOE OAHOIIEHTPO-
BOE HCCACAOBAHIE IIPOBOAHAOCH Ha Daze ['ocyaap-
CTBEHHOTO OFOAKETHOTO YUPEKACHUA 3APABOOXPAHCHIA
ropoaa Mockser «l'opoackas kanHIYecKas OGOABHUIIA
Ne52 AemapramenTa 3apaBooxpaHeHus ropoaa Mo-
ckee (I BY3 I'Kb Ne52 ABM). bBeia nmpoanaausupo-
Ba 501 cay9ait mueaoHedpuTa TPAHCIIAAHTUPOBAHHON
ITOYKHN Y COBEPIIEHHOAETHHX IAIUEHTOB, TOCITNTAAN31-
poBaHHBIX B IepHOA OT 1 suBaps 2018 roaa ao 30 urons
2024 roaa. B pamkax mccAeAOBaHUA IIPOBOAUAH OLICHKY
AeMorpadUIecKux, aHAMHECTHYECKUX, AAOOPATOPHBIX
U HHCTPYMEHTAABHBIX AAHHBIX, 4 TAK/KE OLICHKY ICXOAOB
Y TOCIIUTAAM3HPOBAHHBIX IIAITIEHTOB.

Omuueckue 60npocoL

MccaepoBarnne OBIAO OAOOPEHO AOKAABHBIM 9TH-
gecknm komureTrom I'BY3 I'KB Ne52 ASM (poroxoa
N 08/0824 ot 28 asrycra 2024 roaa). B cBsizu ¢ perpo-
CIIEKTHBHBIM HE HHTEPBEHIIHOHHBIM XapaKTepPOM HC-
CAEAOBAHHSA, OTCYTCTBUEM BMEIIATEABCTBA B PYTUHHYIO
KAMHHIYECKYIO IIPAKTHKY BEACHHA IAIINEHTOB, OTCYT-
CTBHEM aKTHBHOIO HaOOpa IAIIMEHTOB B HCCAEAOBA-
HHUE — KOMHTETOM IIO 9THKE OBIAO AAHO pPa3peIleHre
Ha BKAIOYEHFE ITAITHEHTOB Oe3 B3ATHA HHPOPMUPOBAH-
HOTO COTAACHS.

H3yvaemas svtbopra

B mccaeaoBaHME BKAIOIAAWICH ITAITMEHTEL, COOTBET-
CTBYIOIIIHE CACAYIOIINM KPHTEPHAM: BO3PACT CTAPIIE
18 aer, meAoHedpHUT TPAHCIIAAHTATA, TOATBEPKACH-
HBIH KAHHHYIECKHMH, AADOPATOPHBIME M HHCTPYMEH-
TAABHBIMH METOAAMH UCCACAOBAHHA.

Kpurepnn HEBKAIOYEHHA: HECOOTBETCTBUE KPH-
TEPHUAM BKAIOUCHHSA, HAAMYIHIE HHTEPKYPPEHTHOTO 3a-
OoAeBaHmA (Farie — MH(EKIIUNI APYITUX AOKAAN3AITIE)
IIPX OTCYTCTBHH MHCTPYMEHTAABHOTO ITOATBEP/KACHHA
nueAonedpura TpancianTara. [ pu rocrimrasnsanmn
IIAIAEHTA IO APYTOMY IIOKA3AHUIO U OTCYTCTBUH IIOA-
TBEP/KACHIA ITHEAOHE(DPHTA TPAHCIIAAHTATA HAIINEHTHI
HE BKAFOYAANCH B ICCAEGAOBAHHE,

B mccaeAOBaHIE yINTEIBAAKICH B TOM YHCAE AAHHBIE
O PeIMAMBAX IreAOHePHTA TPAHCIIAAHTATA (OIIpEAE-
AAEMBIX KaK IIOBTOPHEBIE SITHM30ABI B TEUEHHE 3 MECAIIEB
IIOCAE IIPEABIAYIIETO), OAHAKO COOp M aHAAH3 ITPOBO-
AWACH Ha YPOBHE IAITUEHTOB, 4 HE OTACABHBIX CAYYAEB
TOCITHTAAM3AITHIL.

Cmamucmueckuti anaiu3
Cbop, xpaHeHue 1 CHCTEMATU3AIHIO AAHHBIX IIPOBO-

AUAN C UCIIOAB3OBAHHEM HpOI‘paMMHOI‘O nakera Excel

(Microsoft Office 365).
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Crarucradaeckyro 00pabOTKy AAHHBIX IIPOBOAHAH
B MHTEPAKTHBHON CpeAe ImporpammupoBanud Visual
Studio Code Bepcms: 1.88.1 (Universal), icrroapsys A3pik
mporpammuposarns Python 3.12.X.

KoAumdgecTBeHHEIC ITOKA3ATECAM OICHHUBAAHCH
HA IIPEAMET COOTBETCTBHA HOPMAABHOMY PACIIPEACAC-
HUIO U OTAHYHOIO OT HOPMAaABHOIO PACHPEACACHHA
¢ momorueio kpurepus Llamupo-Yuaka. Aast koamde-
CTBEHHBIX IIOKA3aTEAH, UMEFOINUX HOPMAABHOE PACIIPE-
ACACHIE, HCIIOAB30BAAH CACAVIOIIHC OIIMCATCABHEIC
CTATUCTHYECKUE METOABL CpeAHUE aprdMETHIeCcKOe
(M); crampapraOe oTkAoHEHHE (SD), rpanui 95% ao-
BeputeApHOro nuteppasa (95% AW). Ipn orcyrersun
HOPMAABHOIO PACIPEACACHIS KOAICCTBECHHBIE AAHHBIE
OIIMCBIBAAHCH C IIOMOIIBIO MeAuaHbl (Me) u HinKHEro
u Bepxuero kBapruach (Q1-Q3, IQR). Kareropuassueie
AQHHBIE OIIHCHIBAAKCH C YKA3aHHEM aOCOAFOTHBIX 3Ha-
YEHHUH U IPOIEHTHBIX AOACH.

CpaBHeHUE IPYIII IT0 KOAHYECTBEHHOMY ITOKa3a-
TEAIO IIPH HOPMAABHOM PACIIPEACACHHUH, IIPU YCAO-
BHH PAaBEHCTBA AUCIICPCHIH, BBITOAHAAOCDH C IIOMOIIBIO
t-xpurepus CTBIOACHTA; IIPH OTAMYIHOM OT HOPMAAb-
HOIO PACIPEACACHHUS — BBIITOAHSIAOCH C IIOMOIIBIO
U-kpurepusa Manna-Vuran. CpaBHeHHE KATETOPHAAD-
HBIX ITIOKA32TE€AEH BBIITOAHAAOCH C ITOMOIIBIO KpPHTE-
pust y>-Ilupcona (py 3HAYEHUAX OKHAAEMOTO ABACHHS
6oaee 10) u Tounoro kpurepus Purrepa (pu 3HaYeE-
HHAX OKHAaeMOro fBAeHusa meree 10).

Anst BeIiBACHIA (DAKTOPOB, ACCOMMHPOBAHHBIX
C TPAHCIIAAHTATIKTOMHEH, IIPUMEHAAACH AOTUCTUYECKAS
perpeccus. [IpoBepka MOACAN BKAIOYAAA AUATHOCTHKY
MyAbTHKOAAHHEapHOCTH (onenka VIF) i kadecrsa oa-
roukn (kpurepuii Xocmepa — Aemerrroy). Crarucride-
CKas 3HAYUMOCTD YCTAHABAHBAAACh Ha yposHe p<0,05.

3. PesyabTaThl

3.1. Kaunuxo-snudemuonrozureckas
xapaxmepucmuxa

N3zyaaemas Beroopxa Bkarogasa 501 caygail mreao-
HedpHUTA TPAHCIIAAHTHPOBAHHOM IIOYKH Y HALIICHTOB,
TOCIHTAAU3IPOBAHHEIX B CIICIINAAM3HPOBAHHBIN CTa-
nuoHap. Meauana Bo3pacTa y4aCTHHKOB COCTABHAQ
53 roaa (IQR: 41-62), GOABIIIHCTBO COCTABHAH JKCH-
muHs (58,3%0). Meanana cpoka ITOCA€ TPAHCIIAAHTAITII
HA MOMEHT I'OCHUTAAM3AIMUY cOCTaBuAa 51,8 mecsma
(IQR: 10,43-97,10), a MmcAmaHa AAUTCABHOCTH TOCIIH-
taamsanny — 11 aneit (IQR: 8-10).

Pruck mHdUIHPOBAHUA TOAUPE3UCTECHTHBIMI
BO3DYAUTEASIMI OLICHHBAACA B COOTBETCTBHU C IIPO-
rpaMMoil «CTpaTerus KOHTPOASL AHTUMHUKPOOHOH Te-
pammm» (CKAT) [10]. Hanboaee pacpocrpanéunoit
rpymmroit mo CKAT 0Osiaa 11, k Heit orrocuauces 71,5%
rmarenToB, K 1IIA u IT1IB — 12,8% u 15,8% mamuenros
COOTBETCTBCHHO.

Penmans rmeAoneprTa TPAHCIIAAHTATA B TEICHIE
TPEX MECAIIEB AO TOCITHTAAN3AIIIH OBIA 3aPETUCTPHPO-
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BaH y 41,7% manmenToB. AeCTPYKTHBHEBLH 1THEAOHEDPHUT
OBIA AmarHOCTHPOBaH y 7,4% marmenTos, rmueAoHed-
pHT He(YHKIMOHUPYIOIIETO TPAHCIAAHTATA BBIABACH
y 10,6%.

bakrepuemusa ocAOKHEAQL TeUeHHE 3a00AEBAHIA
y 12,4% marmenTos. V 21,2% manueHToB B IIEPHOA rO-
CIIMTAAM3AIINH ITOTPEOOBAAOCH IIPEOBIBAHIE B OTACAE-
HuH peanumarn 0oaee 48 gacos, a 4,8% HaxoAnAnCH
Ha HCKyCCTBEHHON BeHTHAAIMN AérKux (IBA).

Conymcmesyromue u unmepryppenmruoie
3abosreanus

Karerep-accoruuposanubie HH(EKITH KPOBOTOKA
OBIAM HAMOOAEE YACTHIMI NH(DEKITNOHHBIMI OCAOKHE-
HISIME B HAOATOAAAUCE ¥ 96,6%0 maruenTos. Mudexrmm
HIDKHHX ABIXATEABHBIX Iy TEH OBIAN 3aPETHCTPUPOBAHBI
y 12,6%. CpeAnr comyTCTBYIONIHUX 3a00AEBAHNIT JaIIe
BCETO BCTPEYAAUCDH ITATOAOTUU CEPACUIHO-COCYAUCTOM
cucrtemsr (36,5%) u caxapubrit amaber (31,3%).

Hmmynocynpeccusrnas mepanus

Bce manueHTH TOAYYaAH HMMYHOCYIIPECCHBHYIO
teparmio (MCT), oAHAKO cXeMBI AcueHHA pa3AMda-
ance. Tpéxkomnonentryro MCT moayuaan 53,9 %
[IAITHEHTOB, ABYXKOMITOHEHTHYIO — 43,9 %, oAHOKOM-
IIOHEHTHAsA Tepanus HpuMeHAAach pexe —y 1,8 %
maruenToB. I'arokoxkoprukocrepouast (I'KC) moay-
qaAn 2a0COATOTHOE OOABIIMHCTBO 98,2 % manmenTos,
HHrHOHTOPHL KaabuuHeBpuHa — 97,6 Y%; MuKodeHO-
Aater — 43,3 %. I1pu arom 5,6% marnueHToB TaKiKe 11o-
AY9AAU TEHHO-UHKCHEPHYIO OHOAOTHIECKYIO TEPAITHIO
(T'MBT).

boaee aerarpHas nHOpPMAIIIA O KAHHHKO-AEMO-
rpapUYeCKUX XapaKTEPUCTUKAX MTAIIIEHTOB, pacipe-
ACACHHH ACKAPCTBEHHBIX IIPEIIAPATOB U CXEM ACUCHUSA
npeactaBAeHa B Tabaniia S1-82 Ipuaoskerms.

3.2. Daxmopuot, accoyuuposannvie
C MPAHCNAAHINATMIKINOMUELL

3.2.1. Obwue xaunuseckue noxasamein

ITpoBeaeH e TPAHCIIAAHTATIKTOMHH ITOTPEOOBAAOCH
29 (5,8%) marmenTaM. AHAAN3 IIOKA3aA, YTO IIPOBEAE-
HIFE 9TOIO BMEIIATEABCTBA TPEOOBAAOCH IIPH HEYHK-
UOHHpYFOIIeM TpaHcraanTate (75,9% mporus 6,6%
B rpyme 6e3 TO; p<0,001). DroT mokasaTeAb oAUEP-
KHBAET B)KHOCTD YTPATHI (DYHKIIHU TPAHCITAAHTATA KAK
BAKHOTO IpeAukTopa TO, Tak Kak HeyHKINOHUPY-
FOIINI TPAHCITAQHTAT CO3AAET BBICOKHI PHCK MH(EK-
IIHOHHBIX OCAOKHEHHI H YXYAIIAET OOIIIee COCTOAHNE
IIaIIEHTA.

AecTpyKTUBHBIN ITHEAOHEDPHUT OBIA BHIABACH
y 27,6% mamuenros ¢ TO, no cpasuenunro ¢ 0,1%
B rpymme 6e3 TO (p<0,001). Takoe pazamdme mozxer
OOBACHATHCA TEM, UTO ACCTPYKTUBHEIC H3MEHEHHSA YAIIle



q)OKTOpr, QCCOLMMPOBAHHbIE C TpCIHCI'IJ'IOHTGTBKTOMMelji Y NAUMEHTOB, rOCMUTANMINPOBAHHBIX B CBA3N C I'IMeJ'IOHed)pMTOM NOYEYHOro...

TPEOYIOT XUPYPIHYECKOIO BMEIIATEABCTBA, BKAIOYAS
VAAACHUE TPAHCIIAAHTATA.

[TpOAOAKHTEABHOCTD TOCIIMTAAUBSAIINN ¥ IAIIICHTOB
¢ TO cocrasnaa 19 ameit IQR: 11-31), uro crarucrn-
YECKU 3HAYHMO OOABIIE, YeM y HanueHTOB Oe3 TO
(11 amett [IQR: 8-15]; p=0,002). Do Morao ObITH CBA-
3a4HO C HEOOXOAUMOCTBIO DOAEE AAUTEABHOTO ACHe-
HUSl OCAOKHEHUI, TAKUX KAK CEIICHC, U IIOATOTOBKHI
K OIIEPATUBHOMY BMEIIATEABCTBY. AMArHo3 cercmca
yCTAHABAMBAACA B COOTBETCTBHH € Kputepuamu The
Third International Consensus Definitions for Sepsis
and Septic Shock (Sepsis-3) (Singer et al., 20106) [11].

[TpeObIBaHIE B OTACACHUN PEAHNMALIIH B TCYCHIIC
6oaee 48 wacos morpedoBasoce y 55,2% mnanuenTton
¢ TO, o cpasuenuto ¢ 19,1% B rpymme 6e3 sroro mc-
xoaa (p<0,001). MckyccTBeHHAsS BEHTUAAINA ACTKUX
(MBA) mpumensiaace y 24,1% marueHToB ¢ TpaHCIAAH-
TATOKTOMHCH 110 cpaBHeHMIO ¢ 3,6% B rpymme Oe3 TO
(p<0,001). D1rr daKTOPHI OTPAKAIOT THAKECTH COCTOAHMUA
IAIIEHTOB, KOTOPBIM ITpOBeAeHa 1D, 410 TpeOOBAAO
HMHTEHCUBHOIO MOHHTOPHHIA U ACYCHUSA, B TOM YHCAC
IIPOTE3NPOBAHUS OPTAHHBIX (PYHKIIHIL.

3amecTuTEABHAA ITOYEUHAA TEPAIHA TPeOOBAAACH
y 96,6% namuentos ¢ TO, no cpasuenuro ¢ 22,0%
B rpymrre 6e3 TO (p<0,001). DroT mokasaTeAb moAdep-
KHBACT CBA3b THKEAOH AMCYHKINU TPAHCIIAAHTATA
C HEOOXOAHMOCTBIO €I0O YAAACHHA.

Wurepecno, 910 0CTpOE IMOYETHOE ITOBPEKACHIE
(OITIT) pexe HAOATOA2AOCH ¥ TareHTOB € TO (27,6%
uporus 72,7%; p<0,001). D10 Moxer OBITH CBA3AHO
C TEM, ITO y IanueHToB ¢ TD ware (pUKCHPOBAAKCDH
XPOHHYECKUE TTOPAKEHUA TPAHCIIAAHTATA, TAKHAE KAK
ero He(PYHKIIMOHHPOBAHHE, YTO CHILKAAO BEPOATHOCTD
OCTPBIX ITOBPEHKACHHUI.

I'ematoAormdeckne (B TOM 9HCAE OHKOTEMATOAO-
rudeckre) 3a00ACBAHUS U THKEABIE TEMATOAOTUIECKIIE
HAPYIICHMS, BKAIOUABIIHIE ACHKOIICHHUIO U/ UAY Hell-
Tponenuto, HabAroAaAnCh y 10,3% marnmenTos ¢ TO
mporus 1,3% B rpymre 6e3 TO (p=0,012). Dror daxrop
IIOAYEPKHBAET, YTO HMarueHTs ¢ 1O nmeAn OoAee BbI-
PaKEHHbIC CHCTEMHBIC HAPYIICHUS (BKAIOYAS TEMATO-
AOTHYECKHE), KOTOPBIE MOTAU OBITh CAGACTBUEM THAKE-
AOTO HH(EKIIHOHHOTO IIPOLIECCA HAH ACKAPCTBEHHOM
TOKCHYHOCTHL.

3.2.2. Hugpexyuonnvie ocroxncnenus

Yacrora Oakrepuemun cocraBuaa 34,5% y maru-
erros ¢ TO o cpasuenuro ¢ 11,0% B rpymme 6e3 TD
(p<0,001). bakrepremus 4acTo cBfA3aHA C TAKEABIM TeUC-
HHEM ITHEAOHePUTA, YTO MOKET TPEOOBATh YAAACHHA
HCTOYHNKA HH(EKITHN.

I/IHdpeKuHH HIDKHIX ABIXATCABHBIX IIyTCH HAOATOAQ-
Ance y 27,6% marnmenTos ¢ TO nporus 11,7% B rpyrire
6e3 TO (p=0,012). D1OT IOKA3ATEAD TOAYEPKUBACT IE-
HEPAAUBAIIIO HH(EKITMOHHOIO IIPOIIECCA, YTO TAKKE
YBEAHMYHBACT PUCK XUPYPIUYECKOIO BMEIIATEABCTBA.
Karerep-acconuupoBannbie HH(MEKIHMHI KPOBOTOKA pe-

OpMI’MHOﬂbeIe CTaTbU

ructpuposarucs y 10,3% marpenrtos ¢ TO nporus 3,0%
B rpymue 6e3 TO (p=0,033), urto, BepoATHO, CBA3AHO
C HEOOXOAMMOCTBEO AAUTEABHOIO MCITOAB30BAHUA Ka-
TETEPOB C IIEABIO BBEACHIS ACKAPCTBEHHBIX ITPEIIAPATOB
U IIPOBEACHHSA 3AMECTUTEABHOMN ITOUEUHOH TEPaITHHL.

3.2.3. Aannvie no maxmuxe ummynocynpeccusHo
mepanuu

VvmyHOCYIIpeccHBHAA Tepalns CYIIECTBEHHO Pas-
AMYAAACh MEKAY rpyrmamu. OAHOKOMIIOHEHTHAS CXeMa
ncroApsoBasack y 20,7% marrerTtos ¢ TO mpotus 0,6%
B rpyme 6e3 TO (p<0,001). Camxenne nHTEHCHBHO-
CTH HMMYHOCYIIPECCHH Y ITAnueHTOB ¢ TO MoxKeT OBITh
CBAI3AHO C BBICOKHM PHCKOM HH(DEKIIMOHHBIX OCAOK-
HEHHI, HHTEHCUBHOCTD NMMYHOCYIIPECCHU CHIKACTCA
y HAIIMEHTOB ¢ He(DYHKITHOHHPYIOIIHM TPAHCIIAAHTA-
TOM.

TpEXKOMIOHEHTHAS CXEMA TEPAIIHMU IIPUMCHS-
Aach pexxe y mareHTos ¢ TO (13,8% mporus 56,4%;
$<0,001). Dro MoxeT yKa3BIBATH HA HEOOXOAUMOCTD
KOPPEKTUPOBKU MMMYHOCYIIPECCHH H3-32 TAKEAOTO
COCTOHUSA MTAITHCHTA.

I'KC npumensaucs y 82,8% nanuenrtos ¢ TD, gro
6p1A0 peske 1o cpaBHenuro ¢ 99,2% B rpymme 6e3 TO
(»p<0,001). IlponsBoamsie MEKO(EHOAOBOH KHCAOTHI
npumensaAnch y 13,8% manuenTos ¢ T, 1o cpaBHeHMIO
¢ 45,1% B rpymre 6e3 TO (p<0,001).

NHernOuTopsl KaABIHHEBPUHA IIPHUMEHAAUCH
y 69,0% manmenTos ¢ TO, 4to TaKkke OBIAO peie, deM
B rpymrre 6e3 T (99,4%; p<0,001). Cpean marmenTOB
¢ TO gacrora HePYHKIIMOHUPYIOIIETO TPAHCIIAAHTATA
6p1aa Beme (75,9% nporus 6,6%, p<0,001), B cBasu
C 9eM ¥ 0OBEM HCITOAB3YEMOM HMMYHOCYIIPECCHI OBIA
menbIre. [TocaeAree AOITOAHHTEABHO ITOAYEPKHBAET
MHOTrO(aKTOPHYIO IPUPOAY HeoOxoaumocT TD kax
KAHMHHYECKOTO NCXOAQ T€UCHHA ITHEAOHE(PHUTA TPAHC-
[IAAHTHPOBAHHOI IOYKHL.

3.3. Borasaenus paxmopos, accoyuuposanuvix ¢ T

Ans BEISIBACHHSA (DAKTOPOB, ACCOIIMUPOBAHHBIX ¢ TD
Y TOCIIMTAAN3UPOBAHHBIX ITAITHEHTOB, OBIAA IIOCTPOCHA
AOTHCTHYCCKAA PETPECCHOHHAA MOACAD, OLICHUBAIOIIAS
CTATHACTHYCCKIC ACCOLIMALTIIT MEIKAY KAMHITICCKIMI I1a-
pamerpamu u BeposTHOCTH TO.

Paspaborannas moaeab TO OblAa CTATHCTHYECKH
spaunmoit (p<0,001) m moxaszasa BEICOKYFO TOYHOCTD:
3HAYCHHE HAOIIAAN 1TOA KpuBoi Metpukr ROC-AUC
cocrasuno 0,951 (AF195%: 0,92-0,98) (pucyrox 1).

Nexoas u3 suaveHus koddHUIIIeHTa ACTCPMU-
nannu Haiiaxeakepka MoaeAp 0ObacHAN 54,2% Ha-
OAropAaeMOlt Ancrepenn 9acToTel TO. AAs BRIOpaH-
HOTO IIOPOrOBOIO 3HAYCHHUSA BEPOATHOCTH 1D MOAEAD
AEMOHCTPHPOBAAA UyBCTBUTEARHOCTE 93,1% m crren-
nduuanocts 92,4%. [Toporosoe 3Hauenne Aorucrmye-
cKO# (pyHKIIHH B TOYKe cut-off, mpu MakcHMaABHOM
snavenne nuaekca FOaena, cocrasuao 0,220. TO mpo-
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Ta6bnuua 1 | Table 1

XapaKTepI/ICTI/IKI/I CBA3U NPeanKTOpPOB MoAe/IN C BePOATHOCTbIO BbiABJIEHNA TPAHCMJIAHTAaTIKTOMUN

Associations between model predictors and the likelihood of transplantectomy identification

OTHOLEHNE LaHCoB

CKOppeKTMpOBaHHOE OTHOLLEHME LWAaHCOB

MpeAukTope! OLL; 95% On P value OLL; 95% On P value
HedyHKLMOHMPYOLWMIA TpaHCnIaHTaT 1 7’5445?151 1 <0,001* 3,8133-'2;5,;62 <0,001*
Ypocencuc 1;;3;2 6 <0,001* 1/3‘;'_23%"95 0,014*
3-X KoMnoHeHTHaa NCT 0,&15,;36 <0,001* 0’&13;52 0,003*

lMpumeyaHue: * — BINAHNE NPeANKTOPa CTAaTUCTNYECKMN 3HaUMMO (p<0,05), OLLl — oTHOLWeHNE WaHCcoB

Note: * - predictor influence is statistically significant (p<0.05), OR - odds ratio

HedyHKuMoHMpytowmin | ; 13.65
TpaHCcnnaHTaT 1
I
I
I
| 12.88
30T : I i
I
I
I
1 4.80
Ypocencuc | ——
I
I
I
I
0.14 1
3-x KomnoHeHTHaa NCT 00— 1
I
I
I
I
0.00 1
const| ——mm 09— |
1073 107 107 10° 10' 10%
OLLl n 95%/1
Puc. 1. Tpaduk ROC-AUC normctmyeckon mogenu BolssBneHns Gpaktopos
TpaHCMIaHTaTIKTOMUN
Fig. 1. ROC-AUC Curve of the Logistic Regression Model for
Identifying Transplantectomy-Associated Factors
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Fig. 2. Odds Ratios of Identified Factors Associated with Transplantectomy
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THO3HPOBAAH IIPU 3HAYCHUH AOTH-
CTHYECKON (DYHKIIMH PAaBHOM HAH
BBIIIIE AAHHOM BeAnanubl. OCHOBHBIE
XapPAKTEPUCTHKHI BBIABACHHBIX ITpE-
AUKTOPOB B MOACAH IIPEACTABACHDI
B TabAwme 1.

B smaunMerx mpeaukTopax TO
OKa3aAHCh: (PAKT AHATHOCTUPOBAHUA
HEYHKIIMOHUPYIOIIETO TPAHCIIAAH-
TaTa, COIMYTCTBYIOIIUI YPOCEIICHUC,
uposeaerne 31T u 3-x kommonenT-
noii VICT. Hedyuxkimonupyrormmii
TPAHCIAQHTAT 3HAYHTEABHO YBEAHU-
guBaA 1maHce 1O — B 13,0647 pasa.
Tawxke nposeacrue 3I1T, ypocercuc
OKa3BIBAAY 3HAYNMOE BAVSHIIE HA HE-
OAATOIPUATHBIH ITIPOTHO3, YBEAHYH-
Bas rmarcsl 1O B 12,884 u 4,804 pasa,
cootserctBeHHO. C APYTOIi CTOPOHBI,
IIPOBEACHHE 3-X KOMIIOHEHTHOM
NCT, Ha060poT, CHHKAAO IIAHCEHL
TO B 7,170 pasa (cM. pucyHOK 2).

OGcyxaeHue

[Tueaonedpur IOYEIHOIO TPAHC-
IIAQHTATA OCTAETCA OAHOH M3 HAH-
OoAee cepbe3HBIX IIPODAEM CpeAn
PEIIMITHEHTOB, CYIIECTBEHHO YBEAH-
YHBAFOIIHI PHCKN IOCITNTAAM3AIIHN,
IIOTEPH TPAHCIIAAHTATA H ACTAABHOTO
ucxoAd. B aaHHOM OAHOIIEHTPOBOM
HNCCACAOBAHUH OBIAM IIPOAHAAM3H-
posanbr 501 cAydail roCIATAAU3AITAH
HAIMEHTOB 110 IIOBOAY ITHEAOHEd-
puta TpaHcmAanTata. ITo pesyan-
TATAM IOCTPOEHHUSA PErPECCHOHHOM
MOAEAH OBIAH BEIABACHBI KAIOUCBEIE
IPEAUKTOPHI IIOTEPU TPAHCIAAHTATA
Y HAIMEHTOB, TOCIIHTAAM3UPOBAHHBIX
IO TIOBOAY ITHEAOHE(PHTA TPaHC-
IAAHTATA, BKAKOYAA HEPYHKIIHOHN-
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PYIOIIUI TPAHCITAAHTAT, YPOCEIICHC, NCIIOAB30BAHNIE
3aMECTUTEABHOH IOYCYHOH TEPATHH M TPEXKOMIIO-
HEHTHON MMMYHOCYIIPECCUBHON TEPAIIHH.

PesyAbTaThI HAIIIETO HCCACAOBAHUSA AOIIOAHAIOT CO-
BPEMEHHBIE AAHHBIE, IIOAUYEPKUBAIOIINE BEICOKUE PHCK
IIOTEPH TPAHCIIAAHTATA Y IAIIMEHTOB C IMHEAOHEPH-
ToMm. Tak, B OOABIIIOM IONYAAIIHOHHOM HCCAEAOBA-
unnu Graversen ME u coaBTopos [8] Ob1A0 BBIABACHO,
FOCIIHTAAM3AIHA 110 IIOBOAY ItHeAOHePHUTA § pern-
IHeHTOB acconuupyercs Ha 45% Goaee BHICOKOI Ua-
cTOTOM moTepu TpancmAanTara u cveptu (p=0,001).
Pellé u coaropsr [12] Takike OOHAPYKHAH, 9TO ITOCT-
TPAHCIAAHTAIIMOHHBIH ITHEAOHEMDPHUT ABAACTCA HE3a-
BHCHMBIM (DAKTOPOM PUCKA YXYAILICHHUA AOATOCPOYHOIT
BBIKNBAEMOCTH TpaHCIAaHTaTa. CXOMKNE PE3YABTATHI
O IIOBBIIICHHBIX PHCKAX CHHKECHHUS BBIKHBACMOCTH
TPaHCIAAHTATa OBIAN IIOAYUEHBI B HccAeaoBanuAx Giral
U COABTOPOB OTHOCHTEABHO ITHEAOHE(MDPUTA B TEUCHIE
HIEPBBIX TPEX MECAIIEB ITOCAE TPAaHCITAaHTarwH [13] i pa-
6ote Abbott i cOaBTOPOB — AAFl CAyHaeB ImeAOHEDPUTA
BoAee ueM uepes IIeCTb MECAIEB IIOCAE TPAHCIIAAHTA-
nnn o4k [9)].

B mera-anaanse Wu X. u coaBropos (2016) 66140 BeI-
ABACHO, ITO JKEHCKHUH II0A, IIOKHAOH BO3PACT PEIIHIIU-
€HTa, AAUTEABHBIH CPOK YCTAHOBKH KATETEPA, SITH30ABI
OCTPOTO OTTOPKEHHA TPAHCIIAAHTATA 1 TPYIIHBIH AOHOP
OBIAM HANOOAEE 3HAYMMBIMU IIPEAUKTOPAME PA3BUTHSA
nuesonedpura y pennnuenta [14]. B mera-amaanse
Hosseinpour M. u coasropos (2023) k mepedncacH-
HBIM BBIIIIE IIPEAMKTOPAM Pa3sBUTHSA ITHEAOHEPPHUTA
AODaBuAH Takue (PaKTOPHI KaK AHAOET, ICIOAB30BA-
HHE MOYECTOUHHKOBOIO CTCHTA, AHOMAABHAA AHATOMHSA
MOUEBBIBOAAIIMUX ITyTEH M apTEPUAABHAS TUIIEPTECHIHA
y perurmenTa [7].

C OAHOIT CTOPOHBI, HHTYHTHBHO MOKHO OKHAQTb,
9TO pas3BuTHE HH(EKIIMN MOYEBBIBOAAIIHX IyTEH ABHO
HETaTHBHO CKAa3bIBACTCA HA (DYHKIIMIO TPAHCIIAAHTATA,
BBI3BIBAA IIOBPE/KACHHUE IIOYEIHOTO TPAHCIIAAHTATA. 12K,
B pabote Pacaud M u coasropos (2023), BkArogaBIIieit
amaru3 9052 ucTOpHUIl PEIUIINEHTOB, IIEPEHECIITUX
TPAHCIIAAHTAITHIO ITOUKH B 11epuoA ¢ 2008 1o 2018 roa,
OBIAO IIOKA32HO, YTO PA3BUTHE IIO3AHETO ITHEAOHED-
pura (boAee 6 MECAIIEB TIOCAE TPAHCIIAAHTAIINH) 3Ha-
YHMO TIOBBIIIIAET PUCK HECOCTOATEABHOCTH TPAHCITAQH-
tata (OP=2,25; 95% AW or 1,65 Ao 3,07), u aToT prick
OCTAaeTCA OTHOCUTEABHO CTAOMABHBIM IIPU IIOBTOPHBIX
3IHU30AAX IteAoHedpuTa. PasBuTHE IO3AHHX SITH30A0B
e AOHePHUTA TAKKE ACCOIIMUPOBAAOCH C ACTAABHBIM
ncxoaoMm [15]. B mera-aHaanse mccaeAOBaHNMN, ITOCBS-
IIICHHBIX BOIIPOCY BAMAHIA MH(MEKIHI MOYEBBIBOAS-
IIHX IyTEH Ha BEIKHBAEMOCTD TPAHCIIAAHTATA, ABTOPBI
COOOIIAAN O HETATHBHOM CBA3H 9THX mmapamerpos [16].
OAHAKO HCCAEGAOBAHHH, ITOCBAIIIEHHBIX BEIACACHUIO
KAMHUKO-AHATHOCTUYECKUX IIPEAUKTOPOB HEOAATO-
IPUATHBIX HCXOAOB y IAIIMEHTOB C IHEAOHEPPHTOM
TPAHCITAQHTATA, HEAOCTATOYHO.

Harrre mccaeaoBaHuE BEIABUAO, YTO HEDYHKIIMOHU-
PYFOIIHUIT TPAHCIIAAHTAT OBIA HANDOACE 3HAYIMBIM IIpE-
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AHKTOPOM IIOTEPH IIEPECAKEHHOTO OpraHa. BepoaTHO,
3TO CBA3AHO C €I0 POABIO KaK HCTOYHIKA ITEPCHCTUPYIO-
ITUX HHQEKIHH, IMMYHHON AHCPETYAALINH H MECTHOLO
Bocrasenud. HedyHKImoHHpyrONMIH IIOUedH B aA-
AOTpadpT CO3AAET CPEAY, CIIOCOOCTBYIOIIYIO PA3BHTHIO
PELIIAMBUPYIOIINX HH(EKIIHH I CHCTEMHBIX OCAOKHE-
HHIA, 9TO BO MHOTUX CAYYAfX IPUBOAUT K HEOOXOAMO-
CTH yAaAeHHA TpaHcraanTata. Kpowme Toro, Hapyienue
(PYHKIIIH TPAHCIIAAHTATA CHUKACT CIIOCODHOCTD Opra-
Hu3Ma 3P PEKTUBHO CHPABAATHCA C HHQEKIHAMH, YTO
errie OOABIIIE YCYIYOAfET KAMHUYCCKIN CLIEHAPUH. Y PO-
CEIICHC, KAK TAKEAAs CHCTeMHasd HHGeKns, ObIA erre
OAHUM CHABHBIM IIPEAIKTOPOM ITOTEPH TPAHCIIAAHTATA.
OH HE TOABKO OTPaKAET IIPOIPECCHPOBAHUE AOKAAU-
30BAHHOIO IHEAOHEPHUTA TPAHCITAAHTATA AO CUCTEM-
HOM HH(EKINHU, HO H CBHACTCABCTBYET O KPUTHICCKOM
VXYAIIEHUH OOIIEero cocrosuns marmenta. Cucremnasn
BOCIIAAUTEABHAS] PCAKIIHS, CBA3AHHAS C yPOCCIICHCOM,
MOJKET YCKOPHTD YXYAILIEHIE COCTOAHIA TPAHCITAAHTATA
U YCAOKHHTD AC€ICHHE KaK HH(EKIINNI, TAK 1 AHCDYHK-
LIIH TPAHCIIAAHTATA. DTH (DAKTOPEL, CKOPEE BCEIO, TECHO
CBSI3AHBI C OCTPBIM IIOBPEKACHHEM TPAHCIIAAHTATA, YTO
orpakaeT HeoOxoAnMOCTh mposeacHus 31T mpu me-
00paTHMOIi oTepe (DYHKINHU TPAHCIIAAHTATA 1 HEBO3-
MOZKHOCTH TIOAAEP/KAHUA TOMeOCTasa. B Harreii koropre
neobxoauMocTs B rposeaennu 31 1T cuapHO KOppean-
pOBaAa C YAAACHHEM TPAHCIIAAHTATA, 9TO, BEPOATHO,
OTpaKaeT HEOOPATUMYIO IIOTEPIO €r0 (PYHKIIMOHAAD-
HOCTH.

[TocaeAnelt HaXOAKOH OKA32AOCh, YTO IIPUMEHE-
HUE TPEXKOMIIOHCHTHOH HMMMYHOCYIIPECCHBHOMI Tepa-
IIHH TIOKA3aA0 IIPOTEKTHBHBINA 9(D(EKT, CHIKAIOIINI
HEOOXOAMMOCTB BhIIOAHEHUA TH. DTO roBopuT 0 TOM,
YTO IOAACP/KAHEE OITUMAABHON CXEMBI HMMYHOCY-
IIPECCHU UMEET PEIIAFOIIEE 3HAYCHIE AA COXPAHCHIA
TPAHCIIAAHTHPOBAHHOIO OPIaHA, AAXKE IIPH HAAMYNN
nudekiui. Bmecre ¢ tem, ocraercs Borpoc coasaH-
CHPOBAHHOIO PEKUMA HMMYHOCYIIPECCHH, YTOOBI 13-
OeKaTh IPE3MEPHON BOCIIPHUMYUBOCTH K HH(MDEKIIHAM
1 OAHOBPEMEHHO MUHIMU3UPOBATD PHCK OTTOP/KEHHA.

HaubGoaee 9acTo HCIIOAB3yEMBIMU TPAAUIIHOHHBIMI
CTATUCTUIECKIMU ITOAXOAAMU B OOAACTH TPAHCIIAAHTA-
IIUH OPraHOB ABAAFOTCA MOAeAN orleHkH Kanaana—Meii-
epa, AOTICTHYECKON PErPECCHU U IPOIOPIIHOHAABHBIX
puckos Kokca (Cox PH) [17]. B aaunoii pabore mc-
ITOAB30BAAACH AOTHCTHYCCKASA PEIPECCHA AAST BBIABACHIA
daxropos, accorruuposannsx ¢ TO. [Tepea uareprpe-
TAIINEH PE3YABTATOB OBIAA IIPOBEACHA AUATHOCTHKA MO-
ACAH, BKAIOYASl OLICHKY MYABTHKOAAMHEAPHOCTH U Ka-
4ecTBa moAroHkn. HecmoTps Ha pacrpocrpanénnyro
IIPAKTUKY ICIIOAB30BAHUA AOTICTHYCCKON PEIPeCCH,
AAfL AAABHEHIIIETO AHAAU32 AAHHBIX BO3MOKHO IIPHME-
HEHNE aABTEPHATHBHBIX METOAOB, TAKUX KAK MOAEAU
HIPOIOPIIHOHAABPHEIX puCKOB Kokca mAn MamuuHOE
O0yd9eHIe, ITO MOKET CTATh IIEPCIIEKTHBHBIM HAITPAB-
AeHmem OyAymmx mccaeaosannii. Harma moaean Ao-
cruraa seicokoro nokasareas AUC co smavenuem 0,951
(A1 95%: 0,92-0,98). OAHAKO Ba)KHO IOHHMATB, YTO

Hedponoruau gnanus - T. 27, N2 2 2025 173



OpMI’MHCIJ'IbeIE CTaTbH

HAAEKHOCTD B 0000IIAomas ClIocOOHOCTb pa3pabo-
TAHHOI MOAEAH AOAKHBI OBITH ITOATBEPKACHEI C I10-
MOIIIBIO BHEITHEN BAAMAALINL.

CaeAyeT OTOBOPHTH M HEKOTOPBIE OTPAHUYCHUS Ha-
ITIETO HCCAeAOBaHHA. B 91011 paboTte aaf Goaee TOUHOTO
IIPOTHO3UPOBAHUSA MBI VYU TBIBAAU TOABKO 1D, Oe3 aHa-
AT32 ACTAABHBIX HCXOAOB, IIOCKOABKY BEIKHBACMOCTD
TPAHCIIAQHTATA U IALIMEHTA MOIYT HMETh Pa3HBIC IIpe-
AUKTOPBL. XOTS B APYIUX pabOTax IPHBOAATCA MOACAT
KOMOHHHPOBAHHOTO HCXOAQ, BKAIOYAFOIINX KaK CMEPTh
[IAIIEHTA, TAK U HECOCTOATEABHOCTh TPAHCIIAAHTATA
[18].

B mHarrem mccaeAOBaHUE OBIAO BBIBACHO, YTO PSIA
(paKTOPOB, OTAMUABIIIMXCA MEKAY IPYIIIIAMU HALINCHTOB
¢ TO u Ges Heé, HE ACMOHCTPHPOBAAN CTATHCTUYECKOMH
3HAYUMOCTH B MOAEAM ACCOIUAIIMH. DTO MOTAO OBITH
CBA3AHO C HECKOABKIMU IPHYHHAMI. BO-11epBbIX, YacTh
takux akropos, Hanpumep, npedesanne 8 OPUT
HAM AAUTEABHOCTH IOCIIHTAAM3AIIIH, MOTAH KOpPpe-
AHPOBATH € OOACE CHABHBIMHU IIPCAMKTOPAMH, TAKIMI
KaK HE(DYHKIIHOHUPYIOIIHH TPAHCIIAAHTAT HAH YPO-
CEIICHUC, YTO IIPUBEAO K UX HCKAIOYCHHIO U3 MOACAM.
Bo-Broprix, HEKOTOpBIE U3 3THX (PAKTOPOB MOTAU
BCTPEYATHCA AOCTATOYHO PEAKO, YTOOBI UX BAUAHHE
HE AOCTUTAAO CTATUCTUYECKON 3HAYUMOCTU B MHOIO-
MEPHOM aHAAU3E. B-TpeThux, HU3Kas IEHHOCTD PAAA
IIEPEMEHHBIX MOTAQ OTPAHUYHUTH UX BKAAA B OOIIYIO
MOAEAB, TaK KaK OHH CKOPEE OTPAKAFOT ITOCACACTBUA
KAHMHIYECKOTO COCTOSAHNA, 4 HE BBICTYIIAIOT B POAH €IO
npuauH. Taknm 00pasoM, paspaboTaHHaA HAMI MOACAD
IIO3BOAMAQ COCPEAOTOUUTHCH HA HAUDOAEE BAKHBIX
IIPEAHKTOPAX, OOECIIEUHBAIOINNX BBICOKYIO TOYHOCTD
IIPOTHO3a, HECMOTPA HA HAAHYHE APYIuX (PaKTOpOB,

UHcopmmuposaHHoe cornacue:

C.C. Angpees, PH. Tpywkmt, TK. Mcaes 1 coasr.

HMEIOIIINX PA3SAHYHA MEKAY IPYIITAME OTHOCHTEABHO
HCXOAQ.

[To Amsaiiny paboTa ABAAAACH PETPOCIEKTUBHBIM
OAHOIIEHTPOBBIM KOTOPTHBIM HCCACAOBAHUEM, B CBA3H
C YeM UMEET ITPUCYIIHE STOMY THITY OTPAHUYEHHUA B OT-
HOIIIEHUHU PE3yABTATOB. B CBA3H € 5THM HEOOXOANMO
IPOBEACHHE MHOIOLIEHTPOBBIX IIPOCIIEKTHBHBIX HCCAE-
AOBAHUH AAfl AAABHEHIIIETO U3YIEHHA SITMAEMHOAOTH-
YECKHX OCOOCHHOCTEN U (PAKTOPOB PHCKA HEOAATOILIPH-
ATHBIX HCXOAOB y ITaIINEHTOB, TOCIINTAAU3HPOBAHHBIX
IO ITOBOAY IHMEAOHE(PPUTA TPAHCIIAAHTHPOBAHHOMN
HOYKH.

3akArouenue

Harrre mccaeaoBanme mmokasano, uro TO y marenTo
C MueAOHEePHUTOM TPAHCIIAAHTATA OBIAA CTATUCTHHYE-
CKH 3HAYHMO aCCONMUPOBAHA C HeYHKIIHOHUPYIO-
M TPAHCIIAAHTATOM, YPOCEIICHCOM, DaKTepreMHeit
1 MHMEKIIMAMI HIKHEX ABIXaTEABHBIX IyTei. Taxixe
OBIAO BBIABACHO, YTO TPEXKOMIIOHEHTHAS HMMYHOCY-
IPECCHUBHASA TEPAITUA CHIKAAL BEPOATHOCTD TPAHCIIAAH-
TATIKTOMUH. DTH PE3YABTATH IIOAYCPKHBAIOT HEOOXO-
AIMOCTD KOMITAGKCHOTO IIOAXOAQ K CTPaTH(DHKAIINI
PHCKA Y IAIIMEHTOB C THEAOHE(DPHTOM TPAHCIIAAHTATA.

Byayritzre rmccAeAOBaHIA AOAKHBI OBITH HAITPABACHEI
HA BAAMAAITHIO HAIIUX BEIBOAOB B OOAEE KPYITHBIX BBI-
OOpKax M IPOCIIEKTHBHBIX HCCACAOBAHUAX, 4 TAKKE
Ha H3yYCHNE AOATOCPOYHBIX ITOCACACTBHI T, BKAIOTasn
e€ BAUAHIE Ha OOIIYIO BHIKHBAEMOCTD HAIIMEHTOB. DTO
HIOMOZKET pa3padboTaTh DOAEE IEPCOHAAM3HPOBAHHEIE
HIOAXOABI K ACUEHHFO H YAYHIIIEHHIO HCXOAOB Y AAHHOH
KATETOPUH ITALIICHTOB.

B cBAi3n ¢ peTpOCNeKTVBHBIM HE MHTEPBEHLIMOHHBLIM XapakTeEPOM UCCNEeL0BaHWS, OTCYTCTBMEM BMELLIATENLCTBA B PYTUHHYHO KITMHUYECKYHO
NPaKTWKy BeAEHWS NaLMEHTOB, OTCYTCTBMEM aKTUBHOMO Habopa NaLMEHTOB B MCCNeLOBaHNE — KOMUTETOM MO 3TUKE ObINO AaHO paspeLleHme
Ha BKNtOYeHWe naumeHToB 6e3 B3dTVS MHAOPMMPOBAHHOIO cornacus. Viccnenosanve 6bi10 0g00peHo JTokanbHbIM 3TUHECKUM KOMUTETOM
'BY3 KB Ne52 [13M (npotokon N 08/0824 o1 28 asrycta 2024 roga).

Informed consent:

Due to the retrospective non-interventional design of the study, the absence of interference in the routine clinical practice of patient manage-
ment, and the absence of active recruitment of patients into the study, the Ethics Committee authorized the inclusion of patients without taking
informed consent. The study was approved by the Local Ethical Committee of the State Budgetary Healthcare Institution City Clinical Hospital
No. 52 of the Moscow Health Department (protocol N 08/0824 of August 28, 2024).

KoHdbnukr nHtepecos:
Bce aBTOpbI 3a9BN410T 06 OTCYTCTBUM KOHAOIMKTa UHTEPECOB.

Conflict of interests:
The authors declare no conflict of interest.

Bknag, aBTOpOB:

CCA — koHUenuus v ausaiiH nccneaosanms, cbop n 0bpaboTka matepuana, HanncaHue U OKOHYaTeNbHOE PeAaKTMPOBaHWE TEKCTa PYKOMM-
cun. PHT — koHUenums v ansaiH uccnefoBaHns, NpoBEAEHNE XMPYPrMYECKOrO BMELLIATENbCTBA, OKOHYATENBHOE PefaKkTMPOBaHMe TeKCTa.
TKW —npoBeaeHne xmpypruyeckoro BMelLaTenbCTBa, OKOHYaTeNbHOE pefakTMpoBaHme Tekcta pykonucu. JTHKOA — cbop, obpaboTka 1 aHanus
[aHHbIX, peAakTMpoBaHue TekcTa pykonnen. HO® — aHanua gaHHbIx, peaakTmpoBaHue Tekcta pykonmnen. HHW — cbop, obpaboTka 1 aHanma
AanHbix. NTOH — cbop, obpaboTka 1 aHanua gaHHbix. LUMA — HanMcaHve 1 peaakTMpoBaHue Tekcta pykonueun. AL — nposeaeHve cTatn-
CTUYECKOrO aHanm3a AaHHbIX, HanucaHue 1 peaakTupoBaHue Tekcta pykonucn. MAJT — obliee pykoBOACTBO, KOHLUENLMS W An3aiiH uccne-

174 Hedponorna v guanms - T. 27, N2 2 2025



q)OKTOpr, QCCOLMMPOBAHHbIE C TpCIHCI'IJ'IGHTCITBKTOMMeﬁ Y NAUMEHTOB, rOCMUTANMINPOBAHHBIX B CBA3N C ﬂMeHOHe¢pMTOM NOYEYHOro... OpMI’MHOHbeIe CTaTbU

[I0BaHA, pefakTMpoBaHue v yTBepxaeHVe rHanbHom Bepcun pykonmen. MBXK — KoHUeNums v AvsaiH UccnefoBaHns, peaaktmpoBaHmne
1 yTBEpXAeHNE OMHANBHOM BepCHm pyKommncK. Bce aBTopbl MpounTanit U Cornacunmeb ¢ onybimkoBaHHOM BEPCUEN PYKOMUCK.

Author's contribution:

SSA —research concept and design, data collection and processing, manuscript writing and final editing. RNT — research concept and design,
surgical intervention performance, final text editing. TKI — surgical intervention performance, final manuscript editing. LYUA — data collection,
processing, and analysis, manuscript editing. NFF — data analysis, manuscript editing. NNI — data collection, processing, and analysis. PON —
data collection, processing, and analysis. ShPA — manuscript writing and editing. ADD — statistical data analysis, manuscript writing and edit-
ing. MAL — overall supervision, research concept and design, manuscript editing and approval of the final version. MVZh — research concept
and design, manuscript editing and approval of the final version. All authors have read and agreed to the published version of the manuscript.

WHdopmauus 06 aBTopax:

AHppeeB Cepreit CepreeBuy — 3aBeylolinii OTAeNOM KnvHudeckon dapmakonorun MBY3 «KB Neb52» [3M, https://orcid.org/0000-
0002-9147-4636, e-mail: nerowolf@mail.ru.

TpywkuH Pycnan HukonaeBuu — AOKTOP Mef. Hayk, 3aBefytoLinid yponorudeckum otaenernnem bY3 «Kb Ne52» [3M, http://orcid.
0rg/0000-0002-3108-0539, e-mail: uro52@mail.ru

Wcaee Teimyp KapuboBuu — [OKTOp Mef. Hayk, Bpay-yponor yponorudeckoro otaenenns MBY3 «KB Ne52» [O3M, https://orcid.org/
0000-0003-3462-8616, e-mail: dr.isaev@mail.ru

AprtioxuHa Jliogmuna FOpbeBHa — KaH[,. Mef. Hayk, 3aBegytoLlas 1-M Hedhponornieckum oTaeneH1eM (oTaeneH e NaTonorv TpaHCMNaHTK-
poBaHHo noukw), FBY3 «KB Ne 52» [13M, https://orcid.org/0000-0003-3353-1636, e-mail: arlyu-1404@yandex.ru

®ponoBa Hagua ®aatoBHa — KaHA. Mefl. HayK, 3aMeCTUTeNlb MMaBHOro Bpaya no Hedponornyeckon nomowm MbY3 «Kb Neb52» [O3M,
http://orcid.org/0000-0002-6086-5220, e-mail: nadiya.frolova@yandex.ru

WnioxuHa Hapexpa HukonaeBHa — Bpay-KNMHUYECKWA hapMakosor oTaena KnnHuydeckon dapmakonornn 'bY3 « Kb Ne52y [A3M; e-mail:
gkb52@zdrav.mos.ru

Hapycoga MonuHa OnerosHa — Bpay-KNMHUYECKWA hapmakonor otaena KnmHndeckomn dapmakonornu, MbY3 «'Kb Ne52» [13M, http://orcid.
org/0000-0002-2960-5236, e-mail: gkb52@zdrav.mos.ru

A6pynnaes Wep3opg Mappaboesuy — kaHa. BUON. HayK, aHaNUTUK NpoekTHoro odmca bY3 « Kb Ne52» 13M, http://orcid.org/0000-0001-
9001-1499, e-mail: abdullaevsp@gmail.com

[yuwikud AnekcaHap IMUTPUEBUY — KaH. MEA. HaYK, aHanWUTWK NpoekTHoro odomes MBY3 «'KB Ne52» [13M, https://orcid.org/0000-0002-
8013-5276, e-mail: alex@drdushkin.ru

JlbiceHko MapbsiHa AHaTonbeBHa — JOKTOP MeA. Hayk, npodeccop, rnasHbii Bpad M6Y3 «KBb Ne 52» [13M, npodeccop kadeaps! obLuei
Tepanuu akynbTeTa AONONHMTENBHOrO NpodeccuoHanbHoro obpasoBanus GFAQY BO PHAMY um. H.A. MuporoBa MuHagpasa Poccun
(Muporosckuin YHueepcuteT), https://orcid.org/0000-0001-6010-7975, e-mail: gkb52@zdrav.mos.ru

Xypasnesa MapuHa BnagumupoBHa — JOKTOpP Me[. HayK, Npodeccop, rMaBHbIA BHELUTATHBIA CRELMANIUCT KIMHUYECKUA dhapmakonor
[lenaptameHTa 3gpaBooxpaHeHna ropoaa MocKBbI, 3aMeCTUTENb ANPeKTopa LeHTpa KHndeckon drapmakonormm @by «HayqHoro LeHTpa
KCMEePTH3bl CPEACTB MEAULIMHCKOTO NpuMeHeHns» MyHaapasa Poccum, npodeccop Kadeapb! KIMHUYeCKon hapMakoiorim v nponeaesTu-
K BHYTpeHHUX 6onesHenn ®IAQY BO [Mepsbin MTMY um. .M. CeveHoBa MuHagpasa Poccun (CeyeHoBekuin YHnBepcuTeT), https://orcid.
0rg/0000-0002-9198-8661, e-mail: clinpharm23@mail.ru

Author’s information:

Sergey S. Andreev, https://orcid.org/0000-0002-9147-4636, e-mail: nerowolf@mail.ru

Ruslan N. Trushkin, https://orcid.org/0000-0002-3108-0539, e-mail: uro52@mail.ru

Teymur K. Isaev, http://orcid.org/0000-0003-3462-8616, e-mail: dr.isaev@mail.ru

Ludmila Yu. Artyukhina, https://orcid.org/0000-0003-3353-1636, e-mail: arlyu-1404@yandex.ru
Nadiya F. Frolova, http://orcid.org/0000-0002-6086-5220, e-mail: nadiya.frolova@yandex.ru
Nadezhda N. llyukhina, e-mail gkb52@zdrav.mos.ru

Polina O. Narusova, http://orcid.org/0000-0002-2960-5236, e-mail gkb52@zdrav.mos.ru
Sherzod P. Abdullaev, http://orcid.org/0000-0001-9001-1499, e-mail: abdullaevsp@gmail.com
Alexander D. Dushkin, https://orcid.org/0000-0002-8013-5276, e-mail: alex@drdushkin.ru
Maryana A. Lysenko, https://orcid.org/0000-0001-6010-7975, e-mail: gkb52@zdrav.mos.ru
Marina V. Zhuravleva, https://orcid.org/0000-0002-9198-8661, e-mail: clinpharm23@mail.ru

Crzcox auTeparypsr

1. Who.int [internet]. World Health Organization. SDG

Vcnemmnoe Aevenue paka prHKL[HOHprPOH.(eI‘O IIOYE€YHOTO

tatget 3.4 non-communicable diseases and mental health. URL:
https:/ /www.who.int/data/gho/data/themes/ topics/sdg-tar-
get-3_4-noncommunicable-diseases-and-mental-health. Accessed
March 4, 2025

2. basaes BB, I'lpoxonenxo EW, Bamasun AB u coasm.

tpancuAanrata. Hedponorus u anaans. 2015;17(4):459-466.
[Basaev 11/, Prokopenko E1, Vatazin AV et al. Successful treat-
ment of carcinoma in functioning renal transplant. Nephrology
and Dialysis. 2015;17(4):459-466] (In Russian)

3. Perovic S, Jankovié S. Renal transplantation vs hemodialy-

He¢ponorua u gnanus - T. 27, N2 2 2025 175



OpMI’MHCIJ'IbeIE CTaTbH

sis: cost-effectiveness analysis. Vojnosanit Pregl. 2009;66(8):639-
644. DOI:10.2298/vsp0908639p

4. Zbang Y, Gerdtham UG, Rydell H et al. Healthcare costs
after kidney transplantation compared to dialysis based on pro-
pensity score methods and real-world longitudinal register data
from Sweden. Sci Rep. 2023;13(1):10730. DOI:10.1038/s41598-
023-37814-6

5. Nambiar P, Silibovsky R, Belden KA. Infection in Kid-
ney Transplantation. Contemporary Kidney Transplantation.
2018:307-327. DOI:10.1007/978-3-319-19617-6_22

0. Agrawal A, Ison MG, Danziger-Isakov L. Long-Term
Infectious Complications of Kidney Transplantation. Clin | Am
Soc Nephrol. 2022;17(2):286-295. DOI:10.2215/CJN.15971020

7. Hosseinpour M, Pezeshgi A, Mabdiabadi MZ, et al. Prev-
alence and risk factors of urinary tract infection in kidney re-
cipients: a meta-analysis study. BMC Nephrol. 2023;24(1):284.
DOI:10.1186/512882-023-03338-4

8. Graversen ME, Dalgaard 1S, Jensen-Fangel S et al. Risk
and outcome of pyelonephritis among renal transplant recipients.
BMC Infect Dis. 2016;16:264. DOI:10.1186/s12879-016-1608-x

9. Abbortt KC, Swanson S|, Richter ER et al. Late uti-
nary tract infection after renal transplantation in the United
States. Am | Kidney Dis. 2004;44(2):353-362. DO1:10.1053/
j-ajkd.2004.04.040

10. Axoenes CH, 2Kypasaesa MB, I Ipoyerxo AH u coasm.
[Nporpassa CKAT (Crpaterms Kortpoas AHTHMUEKPOOHOMH
Tepamun) mpu OKa3aHUH CTAIIMOHAPHOH MEAHIIMHCKOIT
nomoInu. MeToAndeckue PeKOMEHAALIMH AAf ACIECOHO-
mpoduaakTirdeckux yapexacauii Mockssr. Consilium Medicum.
2017; 19 (7-1): 15-51. [Yakovlev SY, Zhuravleva MV, Protsenko
DN et al. Antibiotic stewardship program for inpatient care.
Clinical guidelines for Moscow hospitals. Consilium Medicum.

176 Hedponorua u guanus - T. 27, N2 2 2025

C.C. Angpees, PH. Tpywkmt, TK. Mcaes 1 coasr.

2017;19(7-1):15-51] (In Russian)

11. Singer M, Deutschmani CS, Seymonr CW et al. The
Third International Consensus Definitions for Sepsis and Septic
Shock (Sepsis-3). JAMA. 2016; 315(8): 801-810. DOI: 10.1001/
jama.2016.0287.

12. Pelle G, Vimont S, Levy PP et al. Acute pyelonephritis
represents a risk factor impairing long-term kidney graft func-
tion. Am | Transplant. 2007;7:899-907. DO1:10.1111/j.1600-
6143.2006.01700.x

13. Giral M, Pascuariello G, Karam G et al. Acute graft py-
elonephritis and long-term kidney allograft outcome. Kidney Int.
2002;61:1880-1886. DOI:10.1046/}.1523-1755.2002.00323 x

14. Wn X, Dong Y, Lin Y et al. The prevalence and pre-
dictive factors of urinary tract infection in patients undergoing
renal transplantation: A meta-analysis. Am | Infect Control.
2016;44(11):1261-1268. DOI:10.1016/j.ajic.2016.04.222

15. Pacand M, Colas L, Kerlean C et al. Impact of Late and
Recurrent Acute Graft Pyelonephritis on Long-Term Kidney
Graft Outcomes. Front Immunol. 2022;13:824425. DOI:10.3389/
fimmu.2022.824425

16. Hamilton AD, Pretorins HA. Reduced graft survival in
renal transplant patients with urinary tract infections — a meta-
analysis. Dan Med J. 2024;71(2):A06230424 . DOI:10.61409/
A06230424

17. Badrouchi S, Bacha MM, Abmed A et al. Predicting long-
term outcomes of kidney transplantation in the era of artificial
intelligence. Sci Rep. 2023;13(1):21273. DOI:10.1038/541598-
023-48645-w

18. Lin RS, Horn SD, Hurdle JF et al. Single and mul-
tiple time-point prediction models in kidney transplant out-
comes. | Biomed Inform. 2008;41(6):944-952. DOI:10.1016/j.
jbi.2008.03.005

[ara nonyderms cratsi: 21.01.2025
Horta npursitns k nevar: 28.03.2025
Submitted: 21.01.2025
Accepted: 28.03.2025



Images in Nephrology Hedponorus B kaptuHkax

DOI: 10.28996/2618-9801-2025-2-177-181

Giant extrarenal pseudoaneurysm and transplant renal artery stenosis

N.I. Belavina, O.V. Manchenko?, I.V. Dmitriev?3, A.S. Kondrashkin?4, R.Sh. Muslimov?2
1 City Clinical Hospital No. 52 of Moscow Healthcare Department,
3 Pekhotnaya str., 123182, Moscow, Russian Federation

2 Sklifosovsky Research Institute for Emergency Medicine,
3 Bolshaya Sukharevskaya sq., 129090, Moscow, Russian Federation

3 Pirogov Russian National Research Medical University,
1 Ostrovitianov str., 117997, Moscow, Russian Federation

4 Russian University of Medicine, 4 Dolgorukovskaya str., 127006, Moscow, Russian Federation

For citation: Belavina N.I., Manchenko 0.V., Dmitriev I.V. et al. Giant extrarenal pseudoaneurysm and transplant renal artery stenosis.
Nephrology and Dialysis. 2025. 27(2):177-181. doi: 10.28996/2618-9801-2025-2-177-181

Key words: kidney transplant, extrarenal pseudoanenrysms, transplant renal artery stenosis, clinical case
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explanations in the text.

Puc. 1 A, B, C. MCKT c KY (2022),
Puc. 2 A-E. Y31, MCKT c KY (2024),
NOACHEHWA B TEKCTe.

Introduction

Extrarenal pseudoaneurysms (ERPA) of kidney transplant (K'T) arise from the failure of the vascular anastomosis
between the KT renal artery and the iliac artery. The site of anastomosis failure becomes the ERPA neck, allowing
blood to leak out of the vessels. Surrounding tissues contain this, forming the aneurysm wall — hence the term “false
aneurysm”. Such failures are often caused by microbial or mycotic damage and, less commonly, by surgical errors.
The incidence of ERPA is estimated at no more than 1 % [1, 2]. Small ERPA is often asymptomatic, but as they
enlarge, they can exert hemodynamically significant compression of the KT vascular bundle and/or iliac vessels,
potentially leading to progressive KT dysfunction or internal bleeding [1, 2, 3]. Clinical manifestations of bacterial or
mycotic ERPA usually appear with delay. It is widely believed that pseudoaneurysm larger than 2.5 cm carry a high
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risk of rupture, warranting surgical intervention. Patients may present with abdominal pain or throbbing over the
KT site, uncontrolled arterial hypertension (HTN), intermittent claudication, or fever. The first-line diagnostic tool
is KT ultrasound (US), while contrast enhanced computed tomography (CECT) confirms the diagnosis, clarifies
ERPA size and location, and guides further surgical planning,

Clinical case

A female patient, born in 1982, with a history of type 1 diabetes mellitus, diabetes mellitus, diabetic nephropathy,
and CKD Stage 5, underwent an allogenic KT from a deceased donor. The graft showed immediate function. The
perfusate culture was positive for yeast-like fungi, and antifungal therapy was started at therapeutic dosage. Serum
creatinine (SCr) at discharge was 104 pmol/L. In 2017, the patient was hospitalized for pain over the KT area, and
a 5.0x5.0x5.3 cm ERPA was detected. Due to a high risk of loosing a well-functioning KT and patient’s refusal,
open surgery was deferred. Subsequently, the ERPA remained clinically silent, CECT imaging from scheduled
hospitalization in 2022 on Fig. 7.4 showed the renal transplant artery (arrow) surrounded by the fragments of ERPA,
with the KT positioned anteriotly (asterisk). Figures 1B and 7C show volume reconstruction of ERPA (B — front
view, C — back view), revealing the arrangement of ERPA fragments around renal transplant artery (arrow) and
external iliac artery (head of arrow). The ERPA is 5.0x6.0x8.5 cm size was now. From 2023, the patient reported
worsening HTN, although SCr remained stable at 200 umol/L. By April 2024, there was progtessive KT disfunction
and uncontrolled HTN.

On 04.05.2024, the patient was admitted to intensive care unit (ICU) with acute renal injury (SCr 824 umol/L)
and hemodynamic instability. Hemodialysis, pressure support and infusion therapy were initiated. B-mode US
showed a hypoechoic, cyst-like pulsating focus between the KT and iliac arteries, measuring 7.0x7.6x7.8 cm. Within
it, whirling spontaneous contrast flow and thrombotic masses up to 1.5-2.0 cm were visualized (Fzg. 24, 1ideo 7).
Doppler US demonstrated the characterlstlc blue-red whirl inside the cyst-like focus — the pathognomonic sign
of a pseudoaneurysm (“Yin-Yang” or “pepsi-like” sign) (Fig. 2B, 1ideo 2), the aliasing effect was detected in the
fragment of renal artery (the sign of high velocity) (Fig. 7B, arrow). Sinus structures were compressed by the ERPA.
Peak systolic velocity (PSV) increased up to 2.0 m/s at the expected renal artery ostium (Fig. 7C), while renal artery .
PSV rose to 1.5 m/s with a post-stenotic flow pattern (Fig. 7D). Arterial flow in the KT was reduced to isolated loci,
with a “tardus et parvus” spectrum. Thus, comprehensive US evaluation revealed a large ERPA with clear signs of
hemodynamically significant transplant renal artery stenosis (TRAS). CECT confirmed the presence of giant ERPA
and signs of TRAS. Fjg. 2E shows marked thinning of the transplant renal artery (arrow) and enlarged, partially
clotted ERPA (7.0x8.0x10.0 cm) composed of three distinct parts, alongside compression of the KT (asterisk).
A multidisciplinary team recommended open transplantectomy and reconstructive angiosurgery, but the disease
course was complicated by ischemic stroke. The patient died due to worsening cerebral edema and end-stage organ
failure before surgical intervention could be performed.

Conclusion
We present a clinical case of giant ERPA, most likely of mycotic origin. Progressive ERPA enlargement led
to severe loss of KT function due to vascular and parenchymal compression. Currently, no consensus exists on

the optimal management of ERPA, and a personalized approach appears to be the best optimal strategy for each
individual case.
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Besedenune

DxcrpapenaspHsie iceBaoaneBpusmel (DPITA) mogeunoro tpancmaanTara (I1T) 0Opasyrores BcaeacTBrE HEco-
CTOATEABHOCTH COCYAUCTOTO aHACTOMO3a MEKAY IIOYEUHOH apTepUEHl TPAHCIIAAHTATA U IIOAB3AOIITHOM apTepHEH.
3oma Aedekra aHacTOMO32a craHOBHTCA IeiKoil DPITA, HEKOTOpOE KOANYECTBO KPOBH ITOITAAAET 32 IIPEACABI
cocyaa. TkaHH, OKpyKArOIIHE OOBEM H3AUBIIIEHCA KPOBH, OOPA3YIOT €€ CTEHKY, OTCFOAA U HA3BAHUCE — KAOKHAMD)
anespusma. [ToA0OHAA HECOCTOATEABHOCTD (POPMUPYETCH B PE3YAbTATE DAKTEPHAABHOIO/MUKOTHIECKOTO IO~
BPEKACHISA 30HBI AHACTOMO34 1 CTEHKH COCYAOB, PEAKO — H3-32 IIOTPEIITHOCTEH XUPYPIHIecKOH TexHukn. YacTora
OPITA me npesbimaer 1% [1, 2]. Heboapmmie OPITA gacto 6ecCHMIITOMHEL, YBEAIEHUE PA3MEPOB MOKET IIPUBECTH
K TEMOAMHAMITYECKH 3HAYMMOF KOMIIPECCHH COCYAHCTOTO IIYYKa TPAHCIIAAHTATA M/ HAH IIOAB3AOIIHBIX COCYAOB,
uporpeccupopannio aucdynxnun [TT n Bayrpenaemy kposotedenuto [1, 2, 3|. ITarreHTs MOIYT IPEABABAATH
KAAOOBI Ha OOAB M IYABCAITUIO B &nBOTE Ha cTOpoHe ITT, HEKOHTPOANPYEMYIO APTEPHAABHYIO THIIEPTEH3HIO
(A), mepemeRaroIyrOCcst XpOMOTY, AUXOPaAky [4]. Kanunueckas manudecrarms GakreprasbHBIX / MUKOTHYECCKIX
OPITA nmeert, kak IpaBUAO, OTCPOYEHHBIH xapakTep. CyIecTByeT MHEHHE, YTO IICEBAOAHEBPH3MBI Pa3MepoOM DoAee
2,5 cM 00AQAQFOT BEICOKIM PHCKOM Pa3phbiBa U ABAAIOTCA IOKA3aHUEM K OIIEPATHBHOMY BMEIIATEABCTBY [2]. Ama-
THOCTIYECKOH MOAAABHOCTBIO IIEPBOI AMHUH ABAACTCA YABTpasBykosoe nccaeposarne [1T (V3H). Kommbrorepras
tomorpadpus ¢ korrpactasM yeuaenuem (KT ¢ KV) moarsepixaaer amarnos, yrodssaeT pasmMepsl I AOKAAUSAIIIIO
OPTIA, HesameHHIMA AASL BEIPAOOTKI AAABHEHIIICH XUPYPIHIECKON TAKTUKM.

Kaunuyueckoe nabarodenne

[Nanmentka 1982 r.p. B anamuese caxapusiii anader 1 Tuma, Amaderndeckas nedpomarud, XbII 5 craanm,
B 2015 r. BBIMOAHEHA AAAOTPAHCIIAAHTALIHSA OT IIOCMEPTHOTO AoHOPa, dhymkmus [T HemeaserHas. B mocese mepdy-
3ata [1T oOHAPYIKEH POCT APOIKIKEIIOAOOHBIX IPHOOB, IPOBEACHA IIPOTHBOIPHOKOBAS TEPAIIUS B TCPALICBTIICCKIX
Ao3ax. CerBoporounstit kpeatnant (CKp) npu soimucke 104 Mmxmoas/A. B 2017 1. ¢ xarobamu Ha 60An B 0OAacTH
[T Gp1aa rocrmrasnsuposana, BeaBAcHa DPITA pasmepom 5,0x5,0x5,3 cM, sHAOBACKYAAPHAA KOPPEKITHA HE IIPEA-
CTAaBAAAACH BO3SMOKHOM, OT OTKPHITOTO OIIEPATUBHOTO BMEINATEABCTBA IIPUHATO PEIICHUE BO3AECPKATHCA B CBA3H
C BEICOKHM PHCKOM yTpaThl HOpMaAbHO dyuknuonupyromiero ITT i orkasom manmenTku. B tedenme neckoAbkux
mocaeAyrormux AeT OPITA kanmrraecku cebs He mpossasaa. Puc. 1.4 aemouctpupyert pesyasrater KT ¢ KV Bo Bpems
srarHoi rocrrrasmsanus 2022 r. Buana aprepns mogedHoro TpaHCIIAaHTATA (CTPEAKA), OKPYKEHHAA PPATMEHTAME
OPITA, xmepean ot mee — 1T (3Bespouka). Ha Pue. 1 B, C — obbemuoe mpeactaBacune (VR) mceBAoaHeBpH3MBIL
(Bua crepean (B), Bua csaau (C)), BuAHO B3anmopacmoaoxkerue pparmentos DPITA Bokpyr aprepuu [T (crpeaxa)
U HAPYAKHOI IIOAB3AOIIIHOM apTepHUH (TOAOBKHU CTPEAOK), pasmepsl OPITA 5,0x6x8,5 em. C 2023 r. marpenTka crasa
ormeuars nporpeccuposanne Al mokasarean CKp ocrasaancs na yposre 200 mxmoab/A. C atpeast 2024 r. — ripo-
rpeccuposanne aucdyukimm [T, TpyaHOo KOHTpOAIpYyeMasn Al

04.05.2024 r. marmertra moctyrmaa B OPUT ¢ sBaermsmu ocrporo nodednoro nospexacaus (CKp 824 mxvoas/ A)
1 HeCTAOMABHOI TeMOAMHAMUKOM. B CBA3H C TAKECTBIO COCTOAHISA HHIIUUPOBAHE [EMOAUAANS3, IIPECCOPHAS ITOA-
Aepikka, nHpysuonnas Teparus. Aarasie Y3 ITT 8 B-pesxnnme: 30Ha mexay [TT # IIOAB3AOIIHBIME aPTEPHAMI BbI-
IIOAHEHA AHIXOICHHBIM KHCTOIIOAOOHBIM IYABCHPYIOIUM (hOKycoM pasmepoM 7,0X7,6X7,8 cM, BHyTPH — BUXPEBOIL
IIOTOK CIOHTAHHOIO KOHTPACTUPOBAHHUA U TPOMOOTHYIECKUE MACCEL TOAIMUHON A0 1,5-2,0 cm (Pue. 2A, sudeo 7).
B pexume 1Berosoro pommaeposckoro kapruposanus (LIAK) BHyTpH KHCTOIOAOOHOTO (hOKyCa BU3yaAN3HPOBA-
AOCB CHHE-KPACHOE 3aBUXPEHUE — ITATOTHOMOHUYHBIN AAS IICEBAOAHEBPH3MBI CUMIITOM «IHb-AHBY (HAHU «pepsi-likex
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cumirroM) (Puc. 2B, sudeo 2), B bparmenTe MoYeIHON apTEPUH OIIPEACAIACH aAal3HHT 9(DdEKT (IIPU3HAK BEICOKOM
cxopoctn) (Puc. 2B, cmpesxa). CrpyKIypBl CHHYCa KOMIIPIMIPOBAHBI IICEBAOAHEBPH3MOIL. B 30He mpearroaaraemoro
YCTBS IIOUEIHOH aPTEPHU B PEKIME UMITYABCHO-BOAHOBOM AOIIIAEPOrPadUH IPUPOCT IINKOBOH CUCTOANIECKOI
ckopoctu (ITCC) a0 2,0 m/c (Puc. 2C), TICC B mogeunoit aprepuu OAMKE K BOpOTaM yBeArmdeHa A0 1,5 M/, crektp
HM3MEHEH II0 THITy IOCTCTeHoTHIecKoro (Puc. 2D), aprepuasbHbl KpoBoTOK B [IT mpeacTaBAeH eAMHIIHBIMEI
AOKycamH, crieKTp «tardus et parvusy. Takum oOpasom, peayabtater Y3V cBUACTEABCTBOBAAM O HAAMYNH KPYITHOM
OPITA ¢ yOeAUTEABHBIMI IPH3HAKAME ITEMOAMHAMUYECKH 3HAYHMOTO CTEHO3a IIOYEIHON aPTEPUH TPAHCITAAHTATA.

MCKT c KV mOATBEpAMAO HAAMYIE THTAHTCKOH IICEBAOAHEBPU3MEI U IIPU3HAKOB CTEHO3a IIOYEIHOH apTepun
TpaHcHAaHTaTa: HA Puc. 2E onpeaeAseTcs CyIecTBEHHOE HCTOHYEHNE apTEPUU TPAHCIIAQHTATA (CTPEAKA), YBEAH-
deHre pasMepoB dactTaHO Tpomouposannoi OPITA (7,0%8,0x10,0 cm), cocrosmmeii BU3yaABHO U3 TPEX YaCTel,
n komupumuposanssii [1T (3Be3pouka).

KOHCI/IAI/IYMOM CIICLIUAAMCTOB OBIAO IIPUHATO peLHCHI/IC O HpOBCAeHI/II/I OTKprTOfI TpaHCHAaHT’«lTSKTOMI/II/I 1 pe-
KOHCTPYKTHUBHOTO aHI“I/IOXI/IpprI/I‘ICCKOFO BMmermareAbcTBa. Ha 3 CYTKH IIOCAC IIOCTYIIACHHS TCYCHUC 3200A€eBaHIA
OCAOKHHAOCDH PA3BUTUEM HIIEMHYICCKOIO MHCYABTA, ITAITMCHTKA CKOHYAAACh OT Hap’d.CTaIOH_ICFO OTCKAa TOAOBHOI'O
MO3ra 1 HOAI/IOpFaHHOfI HCAOCTATOTHOCTH AO OKa3aHUA XUPYPIrUICCKOTO ocoous.

Saxarouenue

[IpeacraBA€HO KAMHIYECKOE HADAIOACHUE THIAHTCKOM BPITA IIT, ITO-BUAMMOMY, MUKOTHYECKOTO reresa. Ee
IIPOIPECCUPYIOIIEE YBEAYECHHUE IIPUBEAO K IIOTEpE (PYHKIHH aAAOTPadyTa BCACACTBIE KOMIIPECCHI €TI0 SIACMEHTOB
(COCYAOB U IAPEHXUMEL) B (DOPMUPOBAHUIO ITEMOAMHAMUYECKH 3HAYUMOIO CTEHO3a IOYCIHON aPTEPUU TPAHC-
mAaHTaTa. B HacTOAIIEE BpEMS HE CYIIECTBYET PEKOMEHAALHI 110 BeacHHIO marrerTos ¢ OPITA ITT, mauboaee
B3BEIIICHHBIM IIPEACTABAACTCA IIEPCOHAAMSHPOBAHHBIA ITOAXOA B KA7KAOM KOHKPETHOM CAYYAE.

ABTOpbI 3a51B/15IIOT 06 OTCYTCTBUM KOHQDSINKTA MHTEPECOB.
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Figure. Extrarenal renal graft pseudoaneurysm of bacterial etiology. Fig. 1 A, C: 1 — area of the formed pseudoaneurysm; Fig. 1 B, D: 2 - embolized
pseudoaneurysm; Fig. 1 E: 1 - stents placed in the external iliac artery and kidney graft artery; 2 — embolized pseudoaneurysm.

PucyHok. [lceBgoaHeBpu3ma noyeyHoro TpaHcnaaHTaTa 6aktepuanbHoi stnonoruu. Puc. 1A, C: 1 — o6nactb cGopMUpOBaHHON NCeBLOAHEBPU3MbI
Ha ynbTtpacoHorpamme (A) n aHrnorpamme (C); Puc. 1 B, D: 2 - sm6onn3npoBaHHas nceBAoaHeBpU3Ma Ha ynbtpacoHorpamme (B) v aHrnorpamme (D);
Puc. 1 E (komnbloTepHasa Tomorpamma): 1 — CTeHTbI, yCTaHOBJIEHHbIE B Hapy»KHYI0 MOAB3AOLLIHYI0 apTepPUIo M apTepuio MOYEYHOro TpaHCMIaHTaTa;
2 - 5M60NN3MPOBaHHAA NCeBOaHeBPU3MA.

Introduction

Extrarenal pseudoaneurysm (ERPA) is one of the rarest vascular complications following kidney transplantation.
ERPA formation is driven by the disruption of vascular structural integrity at the anastomosis site; typically caused
by bacterial or fungal invasion, leading to subsequent bleeding, Over half of the bacterial pathogens involved (55%)
are gram-positive cocci, with staphylococci and streptococci accounting for 45% and 10%, respectively [1]. The
most common bacterial pathogen is Psexdononas aernginosa, while the most common fungal pathogen is Candida
albicans; often, a combination of bacterial and fungal pathogens is present. The time of ERPA onset can vary — from
a few days to several years after transplantation — and it is most often diagnosed in the outpatient setting [2]. The
pronounced immune suppression in transplant recipients, resulting from to chronic immunosuppression therapy,
promotes the progression of the infectious process and significantly complicates its management. According to
current medical literature, renal graft loss occurs 56-62%, of patients with ERPA, with mortality reaching up to
14% [3]. There is still no clear consensus on the optimal management of ERPA, though endovascular intervention
considered the preferred surgical approach.
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Case report

Patient E, a 19 years old, underwent kidney transplantation (K'T) from a deceased donor for stage 5 chronic kidney
disease as a result of chronic glomerulonephritis. Primary allograft function was achieved. On postoperative day 3,
due to a positive bacterial culture from the perfusate isolating F. co/;, antimicrobial therapy was adjusted to include
meropenem and vancomycin. The postoperative petiod was uneventful, with no surgical or infectious complications,
and the patient was discharged on day 25 post-transplant with stable graft function.

At 2.5 months post-transplant, during routine outpatient follow-up, ultrasound of the kidney graft revealed ERPA:
a rounded anechogenic focus of 2.5x2 c¢m, showing pulsative flow at the anastomosis between renal artery and the
external iliac artery. Color Doppler image displayed the characteristic "yin-yang" (blue-red switl) sign (Fig. 7 A, C).
To address the complication, bifurcation stenting of the external iliac artery and kidney graft artery with two stents,
followed by embolization of the aneurysm lumen, achieved a positive initial result (F7g. 7 B, D). However, 1.5 later,
follow-up imaging revealed echographic evidence of persistent blood flow within the pseudoaneurysm cavity. A repeat
embolization procedure was carried out, again with positive effect, confirmed by control on follow-up computed
tomography with intravenous contrast (Fig. 7E). As of the latest evaluation, the patient maintains satisfactory graft
function, with serum creatinine at 67 pmol/l, blood urea at 4.8 mmol/l, and an estimated CKF of 121 ml/min.

Conclusion

A case report of the formation of the kidney graft ERPA is presented. Kidney graft ultrasound is a safe and
effective method of detecting this complication, and early diagnosis remains a key requirement for effective treatment.
The possibility of successful endovascular treatment of ERPA is demonstrated.

Informed consent was obtained from patients for the release of clinical information and images.
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Besedenune

DxcrpapeHasbHbIe 11ceBAOAHeBPH3MEL (DPITA) — 0AHO 13 HAOOACE PEAKO BCTPEIAFOIITHXC COCYAHCTBIX OCAOK-
HeHuiT mocAe TpanciAarTarnun noukn. Popmuposamnmro OPITA criocobeTByer HapyIieH e CTPYKTYPHOI IIEAOCTHO-
CTH COCYAOB B 00AaCTH C(DOPMHUPOBAHHOTO AHACTOMO32 BCAGACTBHE OAKTEPHAABHOTO HAN IPHOKOBOTO MOPAKEHIA
C IIOCACAVIOIINIM H3AHTHEM KPOBU. BoAee ITOAOBHHDBI OaKTepHAABHEIX areHTOB (55%0) OTHOCATCA K IPAMIIOAOKUTEAD-
HBIM KOKKAM, 2 CTA(DHAOKOKKH H CTPEIITOKOKKH cOCTaBAAIOT 45% 1 10%, coorserctsenno [1]. Hamboaee wactemm
OaKTepHAABHBIM areHTOM ABAACTCA Pseudomonas aernginosa, rpudkosbiv — Candida albicans, nepeAko HaDAIOAAETCA
codeTaHre OAKTEPHAABHOIO U rpuOKoBOro Bosoyaureaeit. Cpoku dopmuposanus OPITA moryr BappupoBath
OT HECKOABKHX AHEH AO HECKOABKHX AET, YaIlle BCEI'O MX BBIABAAIOT Ha aMOyAaTOpHOM ararne [2]. Brpaxennoe
0CA20AEHHE NMMYHHOTO CTATYCA PELHITHEHTOB 10 IPHINHE XPOHUIECKOH HMMYHOCYIIPECCUH CIIOCOOCTBYIOT IIPO-
IPECCHPOBAHMIO HH(DEKITMOHHOTO IPOIIECCA U 3HAYUMO 3aTPYAHAET ero Aederne. COraacHO AAHHBIM AOCTYITHOM
MEAMIIHHCKON AUTEPATYPEI, YACTOTA YTPATHI IIOYEUHOTO TpaHCIAaHTaTa Y marnueHToB ¢ OPITA cocraBaser 56-62%,
aetaapHOCTD AocTuraetr 14% [3]. Ao cux mop mer koHceHcyca 1o BeAenuto manuenTos ¢ OPITA. [Ipeanoururean-
HBIM METOAOM XHPYPIUUECKOTO ACIEHHA OCTACTCA SHAOBACKYASPHOE BMEIIATEABCTBO.

Kannuyeckoe nabarodenune

[Nanmentke E., 19 Aer 110 IOBOAY XpOHIYECKOH OOAE3HU IIOYEK 5 CTAAUH B HCXOAE XPOHIYIECKOIO FAOMEPYAO-
HepHT BBITOAHNAN TpaHCIAaHTAIHIO 104K (TT1) oT mocmepTHOrO AOHOPA. OTMETHAN IIEPBUYHYIO (DYHKIIHIO
aAAoreHHOTo noueuHoro TpaHciantara ([TAT). B casu ¢ moAoxuTeAbHBIM OaKTEpHAABHBIM IIOCEBOM IIepdy3ara
Ha 3 CYTKU IIOCAE OIEPAINU C BRIACACHHIEM KYABTYPHI . ¢0// BBIIIOAHHAN KOPPEKIINIO AHTUMUKPOOHOM Teparmu
C HAa3HAYCHUEM MEPOIICHEMA 1 BAHKOMUIIMHA. [locAeOIIepaIImOHHBIH IIEPHOA IIPOTEKAA O3 XUPYPIUYECKUX U HH-
exronnsx ocaroxuenuit. [larmenTky Bemmcasu Ha 25-¢ cyrku mocae TI1 ¢ aaekBarao# dynknnmeit [TAT.

Yepes 2,5 mecAIra Ha sTare aMOyAATOPHOIO HADAFOACHHSA B XOA€ YABTpa3BykoBoro uccaeaosanms (Y3U) TTAT
BoraBuAn OPITA: B 30H€e aHACTOMO32 ITOYEIHON APTEPUHU C HAPYKHOI IOAB3AOIIHON OTMETHAM OKPYTABII aHa-
XOTeHHBIN (OKYC pazmMepoM 2,5X2 cM ¢ IIPU3HAKAMHI ITYABCAIIHN, B PEKUME IIBETOBOIO AOIIIIAEPOBCKOIO Kap-
THPOBAHUS OIPEACAAAN CHMIITOM «HMHb-AHBY (cuHe-kpacHOe 3aBuxpenne) (Puc. 1.4, C). C neapro koppexkinuu
OCAOKHEHHA BHIIIOAHUAN OIPYPKAIIMOHHOE CTEHTHPOBAHIE HAPY/KHOM ITOAB3AOIIHOM aprepun n aprepun [TAT
ABYMSI CTCHTAMU, 9MOOAH3AIIUIO IIPOCBETA AHEBPU3MEL METAAAMYCCKIMHI OKKAIO3HOHHBIMU CIIHPAAAMIE C IIOAO-
xuTeAbHBIM 3 dexrom. (Puc. 1 B, D). Uepes 1,5 MecsIa mpu KOHTPOABHOM HCCACAOBAHHH BBIABHAL 9XOIPa-
dpudeckue IpU3HAKY IPUCTEHOYHOIO KPOBOTOKA B IIOAOCTH IICEBAOAHEBPU3MBI, BRIIIOAHIAHU IIOBTOPHYIO 9M-
OOAHUBAIHSA C IIOAOKUTCABHBIM 9(P(HEKTOM, IIOATBEPIKACHHBIM KOHTPOABHOI KOMIIBIOTEPHOH TOMOTrpaduet
C BHYTPUBEHHBIM KOHTpacTHBIM ycuaeHueM (Puc. 1E). Ao HaCTOAIIEro BpeMeH! Y HALIHMEHTKI COXPAHACTCH YAOB-
aersopuresbHasn pyrknns [TAT (kpeaTHHUH CBIBOPOTKI KPOBH — 67 MKMOAB/ A, MOYEBIHA kposu 4,8 MMOAB/ A,

CK® — 121 ma/mum).
Saxarouenue

[TpeacraBaeno kannmueckoe HabAroacHue passutaa DPITA TTAT. V3U ITAT aBasercsa GesomacHeM 1 5d-
(PEKTHBHBIM METOAOM BBIABACHIS 3TOTO OCAOKHCHISA, 2 CBOCBPEMEHHAA AUATHOCTHKA OCTACTCA KAFOYEBBIM YCAO-
BreM ero s dexruBHOro Aedenus. [IpoAeMOHCTPHPOBaHA BO3MOKHOCTD YCIIEITHOIO S3HAOBACKYAAPHOTO ACUCHHS

BPITA.
MonyyeHo MHhOPMMPOBaAHHOE Cornacue naumeHTa Ha nybnvkaumio KIMHUYECKON MHGOPMaLIMN U U306paXKeHU.
ABTOpbI 3a51B/15110T 06 OTCYTCTBUM KOHGDJINKTA MHTEPECOB.

Bknag, aBTOpOB:

B.A.l' — pazpabotka 06LLEN KOHLENLMM U An3aiiHa Hay4YHOM paboTbl, 0bLLee pyKOBOACTBO/KOOpAMHaLMS nccneposanus; J1.0.B. — cbop
[aHHbIX, cocTaBneHne Tekcta pykonucy; [.M.B. — paspabotka obLein KoHLenLmmn paboTbl, KPUTUUECKNIA aHANW3 U PELAKTUPOBAHUE TEKCTA
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Introduction

Emphysematous pyelonephritis is a rare necrotizing form of purulent-destructive infection involving the collecting
system, renal parenchyma, paranephric and perinephric space [1]. The main risk factors are diabetes mellitus, especially
with poor glycemic control, urinary tract obstruction and immunosuppression [2].

Kidney transplant EP is an extremely rare condition. Less than 40 cases of EP have been documented in English-
and Russian-language literature until now [3]. This form of EP combines multiple risk factors: immunosuppressive
therapy, frequent diabetes mellitus, and bacterial colonization of the urinary tract. These factors contribute to a more
severe course and a higher mortality risk compared to general population [3, 4].

We present a clinical case of EP where the infectious process affected both the renal transplant and the patient’s
own polycystic kidneys.

Clinical case

Patient S., 64 years old, female, was admitted in August 2024 for renal transplant dysfunction. She had suffered
from end-stage renal failure due to polycystic kidney disease since 2008 and underwent kidney transplantation from
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a deceased donor in 2009. Since 2023, she had been diagnosed with post-transplant diabetes mellitus managed
pharmacologically. Over the past 6 months, she had been hospitalized multiple times for recurrent urinary tract
infections caused by ureterocystoanastomosis strictute.

Seven days before hospitalization, the patient suffered severe general weakness, nausea and vomiting without fever.
On admission, she presented with acute graft dysfunction (oligutia, Per 435 umol/1), hyperglycemia 30,8 mmol/l,
systemic inflammatory reaction syndrome (leukocytosis 15.15%107/1, C-reactive protein 106 mg/1, procalcitonin
5.52 ng/ml). CT of the utinary system with contrast revealed gas in the renal pelvis and cysts of the native polycystic
kidneys, impaired urodynamics of the renal allograft, and gas in its collecting system (F7g. 7).

Based on clinical, laboratory, and imaging data, EP of both renal allograft and the native polycystic kidneys was
diagnosed. According to the Huang-Tseng classification (2000), this represents a class IV EP case (involvement
of both kidneys or single functioning kidney in the infectious process) [5]. While urgent nephrectomy is typically
recommended in such cases, this approach carried a high mortality risk due to the patient’s critical condition and
the expected surgical volume. Therefore, a minimally invasive approach combined with intensive conservative
therapy was selected. The patient underwent percutaneous puncture nephrostomy of the graft (Fsg. 2). Empirical
antibacterial therapy was initiated (piperacillin/tazobactam and colistin intravenously, taking into account the previous
colonization with E. co/z sensitive to these antibiotics). Despite this, systemic inflammation markers remained elevated,
and subfebrile fever developed. Microbiological analysis of surgical material and blood cultures identified E. co/i
resistant to cephalosporins, with PCR detection of BLATEM and BLACTX-M genes (indicating extended-spectrum
beta-lactamase production). Therapy was adjusted to biapenem and fosfomycin. The patient was stabilized, but fever
and elevated markers of systemic inflammation persisted. MRI of the urinary system showed EP predominantly
in the left native kidney, with large cysts containing inflammatory material, while the transplant showed improving
pyelonephritis (Fig. 3).

A multidisciplinary team decided to remove the non-functioning polycystic kidneys in order to eliminate the
infection source. Bilateral nephrectomy was performed (Fig. 4). Histopathology confirmed polycystic kidneys with
variably sized cysts, leukocyte detritus in some cyst lumens, leukocyte infiltration of cyst walls, and focal purulent
necrosis (Fzg. 5A, 5B).

Postoperatively, antibacterial therapy was continued, along with extracorporeal detoxification (continuous
venovenous hemodiafiltration, 3 sessions of therapeutic plasma exchange). The patient's condition stabilized, body
temperatute returned to normal, systemic inflammatory signs resolved, and Pcr decreased to 237 umol/1. The patient
was discharged on day 17.

At the six-month follow-up, the transplant function remained stable (creatinine 213.9 umol/l, urea 19 mmol/1,
the graft nephrostomy was functioning well, and no recurrences of UTIs were recorded.

Conclusion

The case illustrates a rare presentation of emphysematous pyelonephritis involving both native polycystic kidneys
and a renal transplant. Two key risk factors were present: immunosuppressive therapy and diabetes mellitus.

The multidisciplinary approach, combining drug therapy, extracorporeal detoxification, and surgical intervention,
successfully preserved the renal allograph. This case rises important consideration regarding the potential role of
pre-transplant period bilateral nephrectomy to eliminate sources of recurrent UTIs.
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Karouesvie crosa: nuenonegpum mparcnaarnmania, ImMpuseManiostviil nuesonegpuns, HegopIkmomus, KAUHUYecKutl c1y-
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Besedenune

Omdusemarosnsiii mmesonedput (DI) — peaxas Hekporusupyroras opmMa rHORHO-AECTPYKTHBHOM HH(MEK-
LI, BOBACKAIOIICH COOHPATEABHYIO CHCTEMY, IIAPCHXUMY IIOYKH, HapaHedpasbHOE H IepHHEDPAABHOE IPO-
crparctso [1]. Beaymmmumu dakropamu prcka passurus DI1 BEICTyIAIOT caxapHbIil AnaOeT, OCOOECHHO ¢ IAOXHM
KOHTPOAEM TAUKEMUH, OOCTPYKIKA MOYEBBIBOAAINUX IIYTEH U HIMMYHOCYIIpeccus [2].

OI1 mo9YeuHOro TPAHCIAAHTATA BCTPEYACTCA KpaltHE PEAKO — K HACTOSIIIEMY MOMEHTY OIIMCAHO B AHIAOSA3BIYHOM
u oredecTBeHHOI AnTeparype onucano meHee 40 cayaaes D11 [3]. Dra dopma DI xapakrepusyercsa codeTaHneMm
MHOTHX (haKTOPOB PUCKA — IIPOBEACHNE HMMYHOCYIIPECCUBHON TEPAITUH, YaCTOE HAAMYHE CAXapHOTO AHA0ETa,
OaKkTepHAAbHAA KOAOHH3AIHNA MOYEBBIBOAAINUX ITyTe. DTH (PakTOPHI OOYCAABAHBAIOT OOACE TAKEAOE TEUCHHE
1 OOAee BEICOKUI, YeM B OOIIIEH IOIYAAIINH, PUCK PAa3BUTHA HEDAATOIPUATHOTO NCXOAA [3, 4].

Mpr IIPEACTABASIEM KAMHHIYCCKUI CAY‘Iaﬁ BH, HpOTCKaBH.ICFO C BOBACYECHUEM B I/IH(i)CKL[HOHHbII}'I IIPOIECC KaK
ITIOYCYHOI'O TpaHCHAﬁHTaTa, TAK U COOCTBEHHBIX IOAUKUCTO3HO U3MEHEHHBIX ITOYEK.

Kannuueckoe nabarodenue

[Narmenrra C., 64 Aer, seHIIHA, TOCIIHTAAN3IPOBaHa B aBrycre 2024 roaa B cBA3M ¢ AUCYHKITHEH IIOYEIHOTO
tparcnranTaTa. C 2008 roaa crpasaeT TepMUHAABHON CTAAMEH TOYEIHOH HEAOCTATOIHOCTH BCAGACTBUE TIOAUKH-
crosHoit 6oAesan rmouek. B 2009 roay BeiroAHeHa TpaHCIAAHTAIINS ITIOUKH OT ITocMepTHOTo AoHopa. C 2023 roaa
CTPAAAET MEAMKAMEHTO3HO KOMIIEHCHPOBAHHBIM IIOCT-TPAHCIIAAHTAIIMOHHBIM CaXapHBIM AnadeTom. B Teuenne
6 MecsIIeB HEOAHOKPATHBIC TOCIIITAAN3AIINN B CBASH C PELIHANBAME HH(MEKIIHI MOYCBEIBOASIIIX IIyTell Ha (hOHEe
CTPUKTYPEL YPETEPOIIICTOAHACTOMO3A.

B Teuenun 7 AHEI AO TOCIIHTAAN3AIINE BBIPAKEHHAS OOIAA CAADOCTD, TOIITHOTA U PBOTA, AUXOPAAKH HE OT-
MEUYAAOCE.

[Ipu mocTynAeHIE KAMHHKO-UHCTPYMEHTAABHAS KAPTUHA OCTPOM AUCYHKIINHU TpaHCIAaHTaTa (OAnrypus, Per
435 MkMOAB/ A), rumeprankemust 30,8 MMOAB/ A, BBIDAKEHHbIE IIPU3HAKHE CHCTEMHOM BOCHAAMTEABHON PEAKIINH
(aetikorrros 15,15%10°/ A, C-peaxrususiit 6eAok 106 mr/ A, npokaasmuronns 5,52 ur/ma). [Tpu MCKT mouess-
BOAMAIIIEH CHCTEMEL C KOHTPACTUPOBAHIEM BBIABACH Ia3 B YAIIICIHO-AOXAHOYHON CUCTEME U KUCTAX COOCTBEHHBIX
IIOAUKHCTO3HO U3MEHEHHEIX II0YEK, HAPYIICHUE YPOAHMHAMIKH IIOYCIHOIO AAAOIPadpTa M a3 B €0 COOMPATEABHOMN
cucreme (puc. 1.A4).

Ha ocHoBammm KAMHITYECKNX, AAOOPATOPHEIX H HHCTPYMEHTAABHBIX AAHHBIX AUATHOCTHPOBAH 9M(DHU3EMATO3HBII
e AOHEPUT PEHAABHOTO aAAOTPATa 1 COOCTBEHHBIX OAUKACTO3HO H3MEHEHHEIX ToueK. CoraacHo kaaccudu-
karn Huang-Tseng (2000), aannbrii caywait orrocures K IV kaaccy OIT (BoBaeuenue B MH(MEKITMOHHBIIN ITPOIIECC
00enx OYeK UAH EAUHCTBEHHOI PyHKIIMOHUpYyIoIe moukn). [5] [Ipu Takom pactpocrpaneHnu ra3a B MOYEBbI-
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BOASIIIHX IIyTAX OOBIYHO PACCMATPHBACTCA BHIITOAHEHHE YPICHTHON HEPPIKTOMUH, OAHAKO Y HAIIIEH ITAITHEHTKHE
TAKOU IIOAXOA OBIA COIPKEH C KPAMHE BBICOKAM PHCKOM HEOAATOIPHATHOIO HCXOAA B CHAY TSXKECTH COCTOSAHIS
U IIPEAIIOAATAEMOr0 OOABIIOro 00bEMa onepanun. [IpHHATO perreHre 0 MUHIMAABHO HHBA3UBHOM ACYCHHH
B COYCTAHUH C NHTCHCUBHOMN KOHCEPBATUBHOM TepaIIHei. BoimoAHeHa upeckokHas MyHKIIHOHHAA HepoCTOMUs
TparcrAanTaTa (puc. 2A). Hagara smmupudaeckas aHTuOAKTepHAABHAS Teparius (IIHIEePAHAATH /Ta3006aKTaM U KO-
AUCTHMETAT HATPUA BHYTPHBEHHO C YUETOM IIPEAINECTBYIOIIEH KOAOHH3AINN .o/, IyBCTBUTEABHOM K AAHHBIM
aHTHOMOTHKAM). MapKepsl CHCTEMHOTO BOCITAACHUA COXPAHAANCH IIOBBIICHHBIMU, OTMEYIEHO ITOABACHIE AMXOPAAKH
A0 cyodeOpuabuex mudp. [Tocae moAyueHns Pe3yABTATOB MUKPOOHOAOIHYECKOIO HCCACAOBAHIS (M3 OILIEPALH-
OHHOIO MaTepHaAa U KPOBH BhiAeAeHA F. coli, pesncrentnas k nedpasocriopunam; meroaom TP maentndpurm-
posansr reasr BLAtem n BLActx-m, 910 TOATBEPKAAET IIPOAYKIIHIO ITATOTEHOM OETa-AAKTAMA3bl PACIIUPEHHOTO
CIIEKTPA) IIPOBEACHA CMEHA Teparuy Ha OuareHeMm u pocdomurun. Ha dore mposoaumoii Teparuu cocrosuue
HAITHEHTKA CTAOMAM3HPOBAAOCH, OAHAKO COXPAHAANCH AUXOPAAKA U TIOBBIIIIEHIE MAPKEPOB CUCTEMHOI'O BOCITAAE-
HuA. BeimoAseHa MarHnTHO-pe3oHaHCHas ToMorpadus MOUeBbIBOAAITIEH crcrembr: MP-kaprima smdusemMaTosHOro
nueAoHepHUTa COOCTBEHHBIX IIOYEK, IIPEUMYIIECTBEHHO B ACBOI; KPYIIHBIX KHCT IIOYEK C BOCIIAAUTECABHBIM COACP-
KHMBIM (C OrpaHmaeHIeM AHUP@Y3HUN); HOAOKUTEAPHAA AMHAMUKA TEICHNA ITEAOHEPHTA TPAHCIIAAHTATA (puc. 3).

Perrenuem MyAbTI/IAI/ICL[I/IHAI/IHapHOFO KOHCHAYMA C ICABIO CaHAIINH MCTOYHMKA I/IHCbCKL[I/H/I ITAITUCHTKC pe—
IIIEHO YAAAUTD He(DYHKIIMOHHUPYIOIINE IIOAUKICTO3HbIC IIOYKA. BolrtoaneHa Omaarepasbhas Hedpakromus (puc. 4).
[To AaHHEIM MOPOAOTMYECKOTO HCCAEAOBAHHA: ITOUKH ITOAMKHUCTO3HOTO CTPOEHHMSA, KHCTE PA3HOIO AMAMETPA,
B ITPOCBETE YACTH KHCT ACHKOIIUTAPHBIN ACTPHUT C PACIIPOCTPAHEHUEM ACHKOIUTAPHON HH(MUABTPAIIMN B CTEHKY
KHCTBI M OYATOBBIM THOMHBIM €€ paciiaaBAeHueM. (puc. 5.4, 5B)

[TpoaoAxena aHTHOAKTEPHAABHAS TEPAIIHSA, IIPOBOAMAACH 3KCTPAKOPIIOPAABHAA ACTOKCHKAIINSA (IIPOAAECHHAA
BEHO-BEHO3HAA TEMOAMADHABTPAIINA, 3 CEAHCA TEPAIEBTHYECKOTO 1Aa3MooOMeHna). [Tocae BrmoAneHns HeDPIK-
TOMHH U Ha POHE IIPOBOAUMOI TEPAITMH COCTOAHNE ODOABHOM CTAOMAM3HPOBAHO, TEMIIEPATYPA TEAA HOPMAAH3OBA-
A4Ch, IPU3HAKY CHCTEMHOI BOCIIAANTEABHOMN PEAKIIUE PEIPECCUPOBAAL. Y POBEHD Pt CHUZHACH AO 237 MKMOAB/ A.
ITarnmenTka BeIcana Ha 17 cyTkm.

[Tpu ocMoTpe vepes 6 MecsLeB — (DYHKIUA TPAHCIAAHTATA CTabuAbHA: KpeaTnHuH 213,9 MKMOAB/ A, MOYEBIHA
19 MMOAB/ A, HEPPOCTOMA IOUEIHOTO TPAHCIAAHTATA (DYHKIMOHUPYET YAOBACTBOpUTEABHO. Penimansos FIMBIT
32 6 MeCAIIEB He HAOAIOAAAOCH.

3axarouenue

[IpeacraBAeHHOE KAMHITYECKOE HAOAFOACHHE ACMOHCTPHPYET PEAKHE BAPUAHT Te€UeHUA IM(PU3EMATO3ZHOTO
mueAOHe(PHUTA C BOBACUCHHEM COOCTBEHHBIX IIOAUKACTO3HO N3MEHEHHBIX ITOYEK U IIOYEYHOIO TPAHCIIAAHTATA.
V marmeit marueHTKH ObIAO ABa (paxkTOpa pucka paspurus DI1 — HOCTOAHHAS HIMMYHOCYIIPECCHBHAS TEPAILHS H Ca-
XapHBIH AraOeT. MyABPTHAHUCIIHIIAMHAPHEIN IIOAXOA, KOMOMHAITHS METOAOB ACUCHUS — ACKAPCTBCHHON TEPAIIH,
9KCTPAKOPIIOPAABHBIX METOAOB ACTOKCHKAIIMI, XUPYPIUYECKOI CAaHAIINU — ITO3BOAMAM AODHUTBCA yCIIexa, B TOM
YICAE COXPAHUTD (DYHKIUIO IIOYEUHOIO TPAHCIIAAHTATA. [ [PEeACTABACHHBIN KAUHITIECKUI CAYIall AAET OCHOBAHISA
AASL PA3MBIIITACHIN O HCOOXOAUMOCTH BEIIIOAHCHIS OHAATEPAABHON He(DPIKTOMUH B IIPEATPAHCIIAAHTAIIHOHHOM
IIEPHOAE, B TOM UHCAE C I[EABIO CAHAIIMN ITOTEHIINAABHOIO HCTOYHUKA PEITHAUBHUPYIOIINX NHMEKIINI MOYEBBI-
BOAAIIIHX ITyTEH.

MonyyeHo MHDOPMMPOBaAHHOE Corniacue naumeHTa Ha nybnvkaumio KINMHUYECKON MHopMaLmmn U n306paxKeHuin.
ABTOpbI 3a51B/ISIHOT 06 OTCYTCTBUM KOHQDSIMKTa MHTEPECOB.
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Memodsi: B cTaThe IPEACTABAECHBI PETPOCIEKTUBHbBIE HAGArOACHUs ABYX IarmeHToB ¢ MITO-AHITA-
NO3UTUBHBIM MUKpOCKormyeckuM roananruuroM (MITA) u mopgorornuecku Bepudpumuposansor MH.
Amnarzos AHITA-accommupoBanHoro Backyaura (AAB) coOOTBETCTBOBAA OIPEACACHIAM, IIPUHATHIM Ha CO-
raacureAbHOI KoHepeniuu B Yanea-Xuaae B 2012 r., a Taroke kaaccugukannoHHsM Kpurepuam MITA
2022 r. I'ucrosoruueckoe MCCACAOBAHIE TKAHU ITOYKH BKAIOYAAO IIPOBEACHHE CBETOBOIH MUKPOCKOIINH
Y UMMYHO(PAFOOPECIIEHTHOI'O HCCACAOBAHUA.

Pesyrvmamer: B 060ux caydasx 3aboseBrme ObIAM My>KUYHMHAMHE, BO3PACT Ae€0r0Ta 3a00A€BAHUA CO-
craBua 59 aer (Ilanumenr 1) u 49 aer (ITaruent 2). ¥ IManuenra 1 3a60aeBanne MaHugecTUpoOBas0O pas-
BUTHEM HHTEPCTHIINAABHOIO MOPAYKEHUA ACTKUX U OCTPOro He()PUTHUECKOIO CHUHAPOMA, KOTOPBIN OBbIA
KyIIIPOBaH Ha3Ha4YeHUeM pUTyKcuMaba u rarokoKopTukouAoB (I'K). OaHako B AaAbHEHIIIEM Pa3BHACH
He(POTHIECKHIT CHHAPOM, Pe(PPaKTEPHBIH K TEPAIINN HHTTOUTOPAMHU KAABIIMHEBPHUHA, C IIOCAEAYIOIITIM
MIPUCOEAMTHEHNEM OCTPOTO HE(PPUTHUECKOTO CHHAPOMA, PETPECC KOTOPHIX OBIA AOCTHTHYT B PE3yABTATE
A€UEHHA ITUKAO(OCHAMIAOM U IIOCACAYIOIIEH TTOAAEP’KUBAKOIIEH Tepanueli purykcumabom. buoncusa
IIOYKH, BBIIIOAHEHHAA AO IIOBTOPHOI'O IIPUCOCAMHEHHA OCTPOro He(PPUTHIECKOr0 CHHAPOMA, BBIABHAA
xapruay MH 6e3 npusHakos akcrpakanmasapaoro raomepysonedpura (OKI'H). ¥ ITammenra 2 B AebroTe
3a00A€BaHIA PA3BUACH HE(PPOTHUECKUI CHHAPOM, K KOTOPOMY II0CA€ 0€3yCIIeIIIHOI IIOMBITKY TePAITNN WH-
ruburopamu kasbrHeBpuHa U I'K npucoeannmnaca Gpictponporpeccupyromuii HepUTHIECKUN CHHAPOM,
a TaKoKe HHTEPCTHLIMAAbHOE ITopakeHue Aerkux. [Ipu Mmopdororutueckom HCCAGAOBAHIH OBIAO BBIABACHO
coueranue MH u Hexkporusupyromero DKI'H. HenoaHoii pemuccuu 3a60AeBaHUA BO BTOPOM CAyYae YAQ-
AOCH AOOHUTBCA B PE3YABTATE A€UEHUA [IUKAO(DOCHAMHUAOM C IIOCACAYIOIINM IIEPEXOAOM HA PUTYKCHMAO.
Y o6oux manuenToB 6b1Au BeIABACHBI aHTHTEAA K MITO-AHIIA 1 oTCyTCTBOBaAM aHTHTEAQ K PELIEHITOPY
docdoannaser A2 (PLA2R) B mupkyaamum. B 060oux cAyuasx MHOrOKOMIIOHEHTHAA UMMYHOCYIIPECCUBHAA
Tepamusa, IpoBoAuMaA Ha (OHEe CoUeTaHUA HE(PPOTUIECKOIO U OCTPOro HE(PPUTUIECKOIO CHHAPOMOB,
OCAOYKHUAACH Pa3BUTHEM HH(EKIIMOHHBIX 3a00A€BaHNUI, KOTOPBIE CTAAH IIPUYNHOI ACTAABHOI'O HCX0AQ
y ITanmenTa 1.

Bo6odos: MH, acconumposannas ¢ MITO-AHITA, — peAkuil BApUAHT TAOMEPYAAPHOTO IIOPASKEHUA
B pamkax AAB, koTopsIii MoxkeT mpeAmecTBoBarh Kaaccuueckomy DKI'H mau pasBuBaThca oAHOBpe-
MEHHO C HAM U IPOABAATHCA COYETAHHEM He(PPOTHUECKOIO ¥ OCTPOr0 UAU OBICTPOIIPOIPECCHPYIOIIIETO
He(PUTHIECKOTO CUHAPOMOB.

Karouesvie crosa: murpockonuueckuii noanarenuns, Memopanostas Heponamus, anmumesa K yumoniasme Heidmpopu-
/106, MUeA0nepoKcUdasa

Abstract

Aim: to describe the presentation of membranous nephropathy (MNN) in patients with systemic vasculitis
associated with antineutrophil cytoplasmic antibodies (ANCA) against myeloperoxidase (MPO).

Methods: in this article we report the retrospective data of two patients with MPO-ANCA-positive
microscopic polyangiitis (MPA) and biopsy proven MN. ANCA-associated vasculitis (AAV) was diagnosed
in accordance with the 2012 Chapel Hill Consensus Conference definitions and the 2022 classification
criteria for MPA. Kidney biopsy specimen processing included light and immunofluorescence microscopy.

Results: in both cases, the patients were male, the age of disease onset was 59 years (Patient 1) and
49 years (Patient 2). In Patient 1, the disease manifested with the interstitial lung lesions and nephritic
syndrome, which was controlled by the administration of rituximab and glucocorticoids (GC). However,
later the patient developed nephrotic syndrome refractory to therapy with calcineurin inhibitors, followed
by nephritic syndrome. Remission was induced by cyclophosphamide and subsequent maintenance therapy
with rituximab. A renal biopsy performed before the recurrence of nephritic syndrome revealed a picture
of MN without evidence of extracapillary glomerulonephritis (ECGN). Patient 2 developed nephrotic
syndrome at the disease onset, followed by the rapidly progressive glomerulonephritis and interstitial lung
lesions which developed after unsuccessful therapy with calcineurin inhibitors and GC. Kidney biopsy
revealed the co-existence of MN and necrotizing ECGN. Incomplete remission of the disease in the
second case was achieved by treatment with cyclophosphamide followed by rituximab. Both patients had
antibodies to MPO-ANCA and no antibodies to phospholipase A2 receptor (PLA2R) in circulation. In both
cases, immunosuppressive therapy was complicated by the occurrence of infections, which resulted in the
lethal outcome in Patient 1.

Conclusion: MPO-ANCA-associated MN is a rare variant of glomerular lesions in AAV, which may
precede or develop simultaneously with the typical ECGN and manifest as a combination of nephrotic
and nephritic syndrome and/or rapidly progressive glomerulonephritis.

Key words: microscopic polyangiitis, membranons nephropathy, antinentrophil cytoplasmic antibodies, myeloperoxidase
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MeM6pGHO3HGﬂ He¢ponama Y NALUMEHTOB C CUCTEMHBIM BACKYNIUTOM, ACCOLIMMPOBAHHBIM C GHTUTENAMM K MMENONEPOKCHAA3E. ..

BBeaenue

CucTeMHBIC BACKYAHTBL, ACCOLUUPOBAHHEIC C AHTH-
TeAaMH K 1rToraasme Heirrpoduaos (AHLIA), — rpyrma
OpdAHHBIX Ay TONMMYHHBIX 3400 ACBAHIH, XapaKTEPU3Y-
IOINUXCA OAUTOMMMYHHBIM BOCIIAACHHEM CTCHOK IIpe-
HMYIICCTBEHHO MCAKHUX COCYAOB 1 HaAsmamem AHLIA
K IIPOTEHHA3E-3 HAU MUCAOIICPOKCHAASE B IIUPKYAALIIL
[1]. Ilopaxenue 1moveK ABAACTCA OAHHM M3 HAaHOOAEe
paCHpOCTpaHeHHHX nu HpOFHOCTI/IqCCKI/I 3HAYMMBbBIX
npossaeHui AHITA-acconnnpoBaHHBIX BACKYAUTOB
(AAB), mpeixae BCero rpaHyAeMaTo3a C HOAUAHTHATOM
(I'TIA) u mukpockomugeckoro moamauruura (MITA),
1 OOBIYHO IIPOTEKACT C PASBUTHUEM HEKPOTH3HPYIOIIEIO
9KCTPAKAIUAAAPHOTO TAoMepyAoHedpuTa 111 THITA.
Oanako npu AAB OIECaHBI U ATHIINYHBIC BAPHAHTHI
HOPAKEHHSA TIOYEK, CPEAH KOTOPBIX HAHOOACE PEAKHM
ABAferca memOpanosHas Heppomatua (MH) — mvmy-
HOOITOCPEAOBAHHOE 3a00ACBAHIE, XAPAKTEPUIYIOIIICECHA
A @PY3HBIM YTOAIIEHHEM U U3MEHEHUEM CTPYKTYPHI
0a32ABHOI MEMOPAHBI KAYOOYKA BCACACTBHE OTAOKE-
HUA IOA HOKKAMH IIOAOIUTOB MMMYHHBIX KOMIIACK-
COB, COACPIKAIIINX, IIOMUMO HMMYHOTAOOYAHHOB, BHY-
TPEHHUE IIOAOLIUTAPHBIC HAU 9K30ICHHBIC AHTUICHBI
[2]. Ha ceroAHAIIHUI ACHD IIATOrEHETUYECKAS CBA3b
mexay MH n AAB okonduaTeAbHO HE yCTAHOBACHA,
XOTSl AKTHBHO OOCYKAAETCA POAD MHEAOIIEPOKCHAA3EI
(MIIO), BEICTyIAFOIIIEH B KAYECTBE MMITAAHTHPOBAH-
Horo aarurena, 1 MITO-AHIIA, criocobuex dhopmu-
pOBATH CTAOMABHBIE IMMYHHbBIE KOMITACKCHI, ACTTOHH-
pyemsie B KAyDOUKax. BBuAy BapraOeAbHOCTH CPOKOB
pasBuTHA (A0 MAaHH(ECTAIIIH KAACCHYECKHIX ITPOABAE-
nuiit AAB, OAHOBpEMEHHO € Pa3BUTHEM IKCTPAKAIIIA-
ASPHOIO TAOMEPYAOHE(PUTA HAH CIYCTA HEKOTOPOE
BpemMsA ITOcAe AcOrOTA 3a00AeBanus) [3-5] n TamKecTn
KAIHHYCCKHX IIPOABACHUE (HePOTHICCKUN, OCTPHII
HAH OBICTPOIIPOIPECCUPYIOIINE HeDPUTHICCKUE CHH-
APOMEI, 2 TAK/KE UX COYETAHHE) B KAMHHYECKOH ITPaK-
trke AmarHoctrka MH y marmerrros ¢ AAB mosxer Obrth
compsAKeHa co CAOKHOCTAME [6]. Mbr mipeacTaBAfem
KAMHITYCCKHICE HAOAIOACHHS ABYX marueHToB ¢ AAB
u Mopdoaorugecku Bepucpurmposannon MH.

MeToABI

B paboTy BKAIOYCHBI PETPOCIECKTUBHBIC HAOAIOAC-
Hus AByX marpertos ¢ MITA n mopdonorumuaeckn Be-
pudunmposannoit MH. Amarnos AAB coorBercTBOBaA
OIIPEACACHESAM, IIPHHATHIM Ha COTAACHTEABHON KOH(e-
penrn B Yarrea-Xuaae B 2012 1. [1], a Takxe xaaccu-
puxannonnsiv kpurepusm MITA ACR/EULAR [7].
I'mcrorormaeckoe MCCAEAOBAHHE TKAHN IIOYKH BKAFO-
YAAO IPOBEACHUE CBETOBON MHKPOCKOIINU H HMMY-
HO(MAIOOPECLIEHTHOIO UCCACAOBAHUA. AASI CBETOBOM
MUKPOCKOIIIH HCIIOAB30BAANCH CPE3BI (DHKCHPOBAHHOL
popMaAMHOM U 3aANTOH B TAPADIH TKAHU TOAIIIHOM
3 MKM, OKpAIIICHHBIC TEMATOKCHAMHOM 1 503HHOM, PAS,
Tpuxpomom 110 Maccony. Mimmyrodaroopecrientaoe

LUkona Hedponora

HCCACAOBAHHE BBIIIOAHAAOCH Ha CBEKE3AMOPOKEHHBIX
cpesax TOAIUHOI 4 MkM ¢ ucroAab3oBanunem FITC-
KOHBIOTUPOBAHHBIX aHTUTEA K geroBedecknm IgA, IgG,
IgM, C3c, aerkum mersam kappa u lambda.

AHIIA x MITO n nporennase-3 (I1p3) ornpeaeaan
KOAHYECTBEHHO METOAOM HMMYHO(EPMEHTHOTO aHa-
amsa (MIDA), turp arTurea K pererrropy pocdOoAHIIassn
A2 (artu-PLA2R) — B peakunu HempaMOH HMMYHOMD-
AFOOpECHEHITHI. AAf OTIPEACACHHA PACIETHOMH CKOPO-
cru kAyooukoBoit puaptpanun (pCKP) ncrroapsopasn
dopmyay CKD-EPI, 2021 r.

O0a marueHTa IPOXOAUAH CTAIIHOHAPHOE 0OCAE-
AOBAHIC U ACYCHHE B KAMHHKE PEBMATOAOTHH, He-
dpoaorun u npocdprarorornn um. E.M. Tapeea YHu-
BEPCUTETCKON KAMHITYeCKOH OoApHuIsr Ne3 PI'AOY
BO Ilepseiit MIMYV nm. .M. Ceuenosa Mumnzapasa
Poccun (Cevenosckuii Yuusepcurer). Mopdoaoru-
YECKOE HCCACAOBAHIE TKAHH ITOYKH OBIAO BEIIIOAHEHO
B IMaTOAOTOaHaTOMIYecKoM oTAcAeHnn I'BY «l"'opoa-
ckaf KamHngeckad 6oApHma Ne52 Aermapramenra 3apa-
BOOXpaHeHHA ropoAa MOCKBED.

MccaeaoBanme 0AOOPEHO AOKAABHBIM ITHIECKUM
komureroM PI'AOY BO Ilepserit MIMVY mm. .M. Ce-
genosa Munsapasa Poccun (CevenoBckuii YHuBepcu-
tet) (mporokoa Nell-24 o1 07.05.2024).

[Tpu mocTyAeHNH B CTAIMOHAP MAITMEHTHI ITOA-
rucasn HHGOOPMUPOBAHHOE AOOPOBOABHOE COTAACHE,
BKAFOUAIOIIIEE B CeOA COTAACHE Ha HCITOAB30BaHUE ODe-
3AMYCHHBIX MEAHITHHCKIX AAHHBIX O COCTOSIHIHN 3A0PO-
Bbs larmenra, peayAbTaTax 0OCACAOBAHUA U ACUCHUH,
UHBIX PE3YABTATOB ITOAYIECHHON KAHHIYECKON ITpakK-
THKH, AAl OCYIIIECTBACHHSA HAY9HO-HCCAEAOBATEABCKOIT
ACATEAPHOCTH YHUBEPCUTETA U IIPOBEACHNS HAYIHBIX
U KAMHHYECKHX HCCACAOBAHUI, X OIYOAHKOBAHIA
B HAYYHBIX H3AAHHUAX, 4 TAK/KE C IEABIO HCIIOAB3OBAHHA
B OOYYAIOIIIIX I[CASIX.

I[Tpu OATOTOBKE ITyOAMKAIIIN aBTOPBI OPHEHTHPO-
BaAnce Ha pexkomenaarun CARE o marnmcannio kan-
HITYCCKHX CAY4YaeB M cepuii caydaes [8]. Aas oOAerde-
HUA [IONCKA 1 OOOOINEHUA AUTEPATYPHBIX HCTOYHHKOB
OBIA HCIIOAB30BAH CEPBIC HCKYCCTBCHHOIO HHTEAACKTA
Elicit (https://elicit.com/). OxonvareApnsiii 0TOOP
U HHTEPIPETALIIO AAHHBIX AHTEPATYPHI IIPOBOAHAH
aBTOPBI ITYOAHKAIIIHL

Onmcanne cayuaes
Hayuenm 1

[Nanment 1, My:x9rHa, B aHAMHE3€ CaXapHBINA AHa-
Oer 2 tuma (amarsoctuposa B 2005 r., Ac4cHIE MET-
dopmuHOM, HpenaparaMu CyAb()OHHAMOYEBUHEL),
apTepuaApHAd THUIEPTOHHA C HOBHImeHHmEM AN
A0 190/100 mm pr.cr. B stmBape 2015 r. B Bospacre
59 AeT HOABUAUCH OABIIIKA, KAIIIEAD, IIOBBIIIICHUE
Temrepatypsl Teaa A0 37,5 °C, B cBA3u ¢ uem OBbIAA BBI-
IIOAHEHA MYABTHACIINPAABHAS KOMIIBIOTEPHASA TOMOIPa-
¢us (MCKT) opranos rpyAHOI moAocTH. BorABAeHBI
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VYACTKH YIAOTHEHHS IAPEHXUMBI IO THITY «MATOBOIO
crexkaay pasmepamu 25X30 mm, 20X25 mMm u 36X42 MM
B IIpoeKImu cermenToB S2, S4 1 S6 1paBoro Aerkoro co-
OTBETCTBEHHO C AepOPMAITHEH B ODOTAIIEHIEM ACTOY-
HOTO PUCYHKA ITO HHTEPCTUIIMAABHOMY THITY, 4 TAK/KE
VYACTKH VIIAOTHEHHA ACTOYHOM ITAPEHXUMBI TPEYTOAD-
HOI (DOPMEL, IITNPOKO ITPUAEKAIIIUE K IIAEBPE, C AOCTa-
TOYHO YETKUMH KOHTYPAMH, HETOMOTEHHOTO XapaKTepa,
¢ fuencTon AepopMaIHEell ACTOYHOIO PHCYHKA («CO-
TOBOC AerKOC)}) 1 HAATYIHUECM HepH()’pOHXHﬂ.AbHBIX ySCA—
koB B 55 u S10 aeBoro aerkoro u S10 mpasoro Aerxoro;
YMEPEHHO BRIpaKeHHAA AehOpMAaIusd OPOHXOB CerMEH-
TAPHBIX IIPaBOro Aerkoro. [Ipn koHTpacTHOM yeHAeHHI
ITATOAOTMYECKOTO HAKOIIACHHA KOHTPACTA M ITPU3HAKOB
TPOMOOIMOOAUH ACTOYHOI apTeprn He otmedeHo. Co-
CTOSIHME PACIIEHEHO KaK MHTEPCTUIIHAABHOE 3200AEBa-
nue Aerkux. [IpoBesena aHTHOAKTEpHAABHASA TEPAIIHA
1epTPHAKCOHOM, MOKCH(AOKCAITITHOM, 3aT€M AOPHIITH-
HEMOM C HEITOAHBIM 3(D(DEKTOM B BUAE HOPMAAM3AITHI
TEMIIEPATYPBI TEAA U YACTUIHOTO PErpecca peHIreHo-
AOTUYECKUX H3MCHCHUIL.

B mauase mapra 2015 r. BEIABACHA IPOTEHHYPUA
A0 6,2 r/cyr Ge3 cHmkeHus ypoBHEH o0ruero Geaxa
(66 r/A) u aapbymuna (37 r/A), spurponuTypHs
A0 15-20 B 11/3p, KOHIIEHTPALHA KPEATUHIHA B Chl-
BopoTke kpoBu cocrtaBaira 130 mxmoas/A (pCK®
55 ma/mun/1,73 M?). Obpararo Ha ceOs BHEMaHUE
nossimenne COD (o Becreprpeny) Ao 41 mm /4. [Ipu
V3 modek sXOCTPYKTypHbIEC H3MEHEHUA OTCYTCTBO-
BaAw. [ [puHmMas Bo BHIMAHIE COUETAHHOE IIOPAKEHIE
IIOYEK M ACTKHX, BBICKA3aHO IIPEAIIOAOKEHHE O Pa3-
BHTHH CHCTEMHOTO 3a00AcBaHuA. BorABAeHHOE TIPH
AoobcaeaoBarnn noseirenre yposua MITO-AHIIA
A0 90 (Hopma 0-5) EA/MA ¢ ydaeroMm KAHHHKO-A2DOpa-
TOPHOM KAPTHHBI M OTCYTCTBUA IPOABACHUI IPAHYAE-
MATO3HOTO BOCITAACHHSA, THIIEPIO3NHO(PUAUH U OPOH-
XHAABHOH ACTMBI IIO3BOAUAO AnarHoCTHpoBats MITA.
[TarenT OBIA BIIEPBEIEC TOCIIMTAAM3UPOBAH B KAMHHIKY
ny. E.M. Tapeesa B mae 2015 1. B crannonape Obraa
MHUIMAPOBAHA TEPAITNA IPEAHH30AOHOM BHYTPb B Ha-
qaapHOM A03e 30 Mr/cyr u purykcumabom B Aoze 500 mr
B/B Ne4 ¢ nrTepBaroM 7 AHEI CO CTAHAAPTHOI IIpeMe-
AHMKALIIEH METHAIIPEAHH30AOHOM B/ B, IIAPALIETAMOAOM
U XAOPIUPaMUHOM BHYTPB. [ToaoOpama comyrcrByro-
1mast Teparus Aosapranom 50 Mr/cyT, po3yBacTaTHHOM
15 mr/cyr, omenpazorom 20 mr/cyr, mpemnaparamMu
kaapIuda 1 Butamuaa D, cyapdamerokcasorom + tpu-
metorpumoM 480 mr/cyr. B pesyabrare IpoBeAeHHOIO
AedeHHA K AekaOpro 2015 I. AOCTHIHYTA TOAOKUTEAD-
HAf AUHAMUKA B BUAC CHIUKEHUSA YPOBHA KPEATHHHHA
AO 97 MKMOAB/ A, Perpecca spuTPOLUTYPUH U CHUIKE-
HUSA IPOTEHHYpUn A0 3,4 r/ CyT, HOPMAAH3AIIIU A20O-
PATOPHBIX MAPKEPOB CUCTEMHOTO BOCIIAACHHSA H YPOBHA
AHTUTEA K MUEAOIIEPOKCHAA3E, OTCYTCTBUA OTPHIIATCAD-
HOI AMHAMHKH CO CTOPOHBI ACTOYHOTO IIPOIIECCA.

Ha mporsxenmm 2016-2017 r. cocrosHme maImeHTa
COXPAHAAOCH CTAOMABHBIM, YPOBEHD KPEATHHHHA B AW~
HAMHKE HE HAPACTaA; IIEPCHCTHPOBAAL IIPOTEHHYPUA
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B Amanasone 2,7-4,2 r/cyr 6e3 rumonpoTeHHeMun
U TUIIOAABOYMHIHEMHN. BBIAa IPOAOAIKEHA ITOAAEPIKH-
Baroruas Teparus purykcumabom (1000 mr B/B kamable
6 Mec.), AO3a IIPEAHH30AOHA CHIKEHA AO 2,5 Mr/cyT
K uroAro 2017 1.

B aexabpe 2017 r. y marueHTa pasBHANCH OTCKH HITK-
HIX KOHEYHOCTEH, Antia. [ Tprr oOcAeAOBAHIN BEIABACHBI
HepoTHUecKuil CHHAPOM (ipoteunypust 4,7 r/cyr, ru-
nonporennemus 59 r/A) u cHrkenue QyHKINI TOYEK
(Hapacranue ypoBHS KpearuHHHA A0 112 MKMOAB/ A,
pCK® 62 ma/munr/1,73 M?), B csisu ¢ gem 11.12.2017 1.
BBIITOAHEHA Onorrcus rmouku. [Ipu cBeroomrmaeckom
HCCACAOBAHUH (KOPKOBBIH CAOH TKAHH ITOYKH, 18 KAy-
00YKOB) BEIIBACHA rAOMepyAomaTusa ¢ AUP@y3HBIM
VTOAIIIEHHEM TAOMEPYAAPHBIX 0a3aABHBIM MEMOpaH
(puc. 1), cermerrapusv (5/18) raomepyarockaeposom.
Kpowme Toro, orMeqaAncy He3SHAYUTEABHBIE HHTEPCTH-
IUAABHEIH (hHOPO3 1 TyOyAdpHad arpodus (15-20%).
[Ipyr mMMyHO(AIOOPECHIEHIIEHTHOM HCCACAOBAHUI
HA CBE/KE3AMOPOKEHHBIX CPE3aX BBIABACHA YMEPEHHAA
AuddysHas 1 rA00aAbHAS MEAKOTPAHYAAPHAS IKCIIPEC-
CHsl HOAUTHITHOTO HMMyHOTAOOYAIHA G, a Tawke C3c
KOMIIOHCHTA KOMIIACMCHTA BAOAD TAOMEPYASPHBIX Oa-
3aABHBIX MeMOpaH (++). Taxkum 0O6pasom, uMeaa MeCTO
MemOpanosHas nedporatus. AAS YCTAHOBACHHSA THITA
MH wuccaeposan turp antu-PLA2R: pesyabraT B mpe-
Aerax pedepercusix sHavernit (<1:10), uro ¢ yuerom
paHee AHATHOCTUPOBAHHOIO HOPAKEHNA OYEK B Pam-
kax AAB ¢ BBICOKOI CTEIICHBIO BEPOATHOCTH YKA3bI-
BaAO Ha BTOpruHbIA XapakTep MH. B ansape 2018 1.
BBIIIOAHCHO OYEPEAHOE BBECACHIEC PUTYKCIMAOA 1 BBUAY
HAPACTAHUS IIPOTEHHYPUH AO 6 I/CyT 1 ycyryOAeHus
THIIOIPOTEHHEMHN A0 53 T/A yBeAndeHa A032 IIPEA-
nusorona (Ao 20 mr/ CyT) U IIPUCOCAMHEH ITHKAOCIIO-
pus B A03e 300 MI/CyT € AOCTHKEHIEM KOHLICHTPALINH
nperapara 136 Hr/MA.

B mapre 2018 r. BHE3aITHO BO3HHKAN OCTpBIE OOAN
B ’KHBOTE, ITPH 0OCAEAOBAHIH KAPTHHA OCTPOTO IOBPEK-
ACHISA IIOYEK (KpeaTHHUH 204 MKMOAB /A, CK® B pobe
PeGepra 38 MA/MuH), HApaCTAHNUE SPUTPOLUTYPUH
A0 >100 B 11/3p 1 mporennypun A0 12 r/cyr. Vposens
MITO-AHLIA cocrasasia 6,2 Ea/ma (Hopma 0-5). TTocae
HCKAFOYEHHSA XUPYPIHUECKON MATOAOTHN (KHIIEIHOM
HEIIPOXOAHMOCTH, OCTPOTO ITAHKPEATUTA U AP.), OBIAO
IPUHATO PEIeHHe 00 YBEAMYCHNN AO3BI IIPEAHH30-
AOHA BHYTPb A0 50 MI/cyT 1 3aMeHE IIHKAOCIIOPHHA
Ha nkAodocdamua per os B A03e 150 mr/cyr, KoTopsrit
HAIIEHT ITOAYYAA € MapTa 110 mroAb 2018 r. Aevernme
OCAOKHUAOCH Pa3sBUTHEM THIIOIAMMATAOOYAUHEMUN
(IgG 0,5 1/ a), srmsoa0s aumdo- (0,1X10°/A) 1 aeiiko-
nernu (3,0X10%/A), pocbraecknx s3B roA€Hel U CTOII,
nuroMeraropupycHon nadexnuu (B mrose 2018 r.), xo-
TOpBIE IIOTPEOOBAAH IIPOBEACHUS HECKOABKIX KYPCOB
Tepaluy BHYTPHUBEHHBIM UMMYHOIAODYAHHOM, AHTH-
OMOTHKAMMU, BAATAHITHKAOBHPOM, ITOADOPA KOMOMHIPO-
BAHHOM AMYPETHYECKON TEPAINU M aHTUKOATYATHTOB.
Tem He MeHee, B PE3YABTATE IIPOBOAHMMON HMMYHO-
CYIIPECCHBHOM TEPAIIHH YAAAOCH AODHTBCA perpecca
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Puc. 1. CBeToBas MyKkpockonusa: a) CermeHTapHbIi roMepynocKiepos 1 yTonLieHVe IoMepynapHbix 6asanbHbix MmembpaH; okpacka PAS, x200.
b) YTonweHune rnomepynapHbix 6a3anbHbix MembpaH; okpacka PAS, x200.

Fig. 1. Light microscopy: a) Segmental glomerulosclerosis and thickening of glomerular basement membranes; PAS staining, x200.
b) Thickening of glomerular basement membranes; PAS staining, x200.

HePOTUUECKOTO CHHAPOMA (XOTHl COXPAHAAACH IIPO-
Teunypus >3,5 r/cyr) u yaydinenns QyHKIHN TOYCK
(YpOBEHD KpeaTHHHUHA CHH3HACH AO 173 MKMOAB/A,
pCK® 38 ma/mun/1,73 m?). B centabpe 2018 r. Bos-
OOHOBAEHO ITOAACP/KHBAIOITIEE ACUCHUE PUTYKCUMAOOM.
CocrofHne IaIMeHTa COXPAHAAOCH CTAOUABHBIM, IIPH
obcaeaoBarnm B Aekadbpe 2018 r. ypoBeHsb KpeaTnHIHA
160 mMMOAB/ A, ipoTenHypus 4,2 1/CyT, OCAAOK MOYN
0e3 n3MeHeHuIi.

B smBape 2019 1. cocrosHne manueHTa OCAOKHUI-
AOCH Pa3BHTHEM ABYCTOPOHHCH ITOAMCEIMEHTAPHOM
ITHEBMOHUH ¢ POPMHPOBAHUEM ABIXATEABHOM HEAOCTA-
TOYHOCTH, HOTpCGOBZlBLHSfI WHBA3UBHON BEHTUAAIIUNA
aerkux. [Ipm moceBe GpPOHX0AABBEOAAPHOIO AaBaKA
ObIA TOAYYeH poct Acinetobacter banmanii 102, Candida
albicans 102, Enterococcus faecalis 103 (marepuan Obia B3sT
Ha (DOHE IIPOAOAKAOIIEHCA MHOIOKOMIIOHEHTHOI
anTHOAKTepHAABHOM Teparmn). Hecmorps Ha mposo-
AUMYIO aHTHOAKTEPHAABHYIO TEPAIIHIO, Y IAIIMEHTA
PA3BHAACH TOAHOPTaHHASA HEAOCTATOYHOCTD, KOTOPAsA
IPUBEAA K ACTAABHOMY HCXOAY.

Llayuenm 2

[Mamuent 2, my:xgauna 49 Aer, B aHaMHe3€¢ XPOHU-
dyeckad OOCTPYKTHBHAA DOAE3HD ACTKUX, IIOAArPA, HE-
AAKOTOABHASA KHPOBasAd OOAE3HB ITedeHH. B Havase AH-
Baps 2023 1. pa3BUAOCH IIOBBIIIICHUE TEMIIEPATYPHI T€AA
A0 39°C, mpu 00CACAOBAHNH BBIABACHBI ITOBBIIIICHIIC
COD a0 35 mm/ 4, C-pearkrusroro Heaka (CPB) a0 155
(mopma 0-5) mMr/a, mporennypus A0 3 1/A, apurpo-
LUTYPUS CIAOLIb B I1/3p Oe3 HapyieHus (PyHKIUH
nouex (yposenn kpearunuaa 109 mrmoan/a, pCK®
72 ma/mun/1,73 M?), ruaponiepurapA (10 AAHHBEIM

axokapAauorpadun). Hecmorpsa ma orcyrcrsue ycra-
HOBAGHHOTO Ovara HH(EKIIUH, 10 MECTY KUTEAbCTBA
IIPOBEACHA AHTHOMOTHKOTEPAITHA IIepOIIePa3OHa CYAb-
OaKTAMOM, 33aT€M AEBO(AOKCAIITHOM, MEPOIIEHEMOM
1 BAHKOMUIIIHOM, TIOCAE BBEACHHA ACKCAMETA30HA AO-
CTHTHYTA KPATKOBPEMEHHAS HOPMAAM3AIINA TEMIIEPa-
TypbI TeAd. OAHAKO ITOCAE BBIIICKH M3 CTAITOHAPA Pas3-
BuAcs croiikmii cyodedbpuanter (37,6 °C), B cBA3M ¢ deMm
IIPOBEAEH KYPC A€UEHHA AOKCHITHKAMHOM 0e3 addexTa.
[Tpu obcaeaoBanmm B peppare-mapre 2023 r. oTvMedeHo
COXpaHEeHHUE HPOTEHHYpUH A0 3,54 r/cyr, spurporu-
Typun A0 25 B 11/3p, HapacTaHUE YPOBHS KPEATHHIHA
A0 137 mxmoan/a. IIpu MCKT opranos rpyaHoit
KAETKH, 930(haroracTpoAyOAEHOCKOITHH, KOAOHOCKOIIIH
IIATOAOTUH He BBIABACHO. B oTcyTeTBHe MOpdoAormde-
ckoli Bepudukaruu Apargosa B mapre 2023 r. HagaTo
A€YEHIE METHAIIPEAHH30AOHOM B A03€ 24 Mr/cyT, He-
(bporpOTEKTUBHAS TEPAIINs IIEPUHAOIIPHAOM 4 MI/CyT,
B PE3YABTATE YErO AOCTHTHYTO CHIKEHHUE IIPOTEHHYPUH
Ao 1 r/cyr, yposus kpearnanaa A0 106 MkMoAb/ A. OA-
HAKO ITOCA€ CHIKEHHA AO3BI TAFOKOKOPTHKOHAOB (I'K)
PasBHACA HePPOTUIECKHIT CHHAPOM, B CBA3H C €M B aB-
rycre 2023 r. manueHT ObIA BIIEPBBIE TOCITHTAAN3HPOBAH
B kAmHEKY M. BE.M. Tapeesa.

[Tpu AOOOCACAOBAHIH B CTAIINOHAPE AAHHBIX 32 FH-
exrrronnbIe 3200ACBAHNA, BKAIOYAA HH(EKIIHOHHBIE
3HAOKAPAUT, He 1oAyueHO. CepoAOrHYecKie MapKephl
CKB, ADC ne sossaenst. 16.08.2023 r. BermoAnena
Ouorcus MOYKM, KOTOPAs OKa3aAach MaAOHHGOpPMA-
TUBHOM B CBA3H C IIPAKTUIECKUM IIOAHBIM OTCYTCTBHAEM
KOPKOBOTO CAOf TKAHHU ITOYKH B MATEPHAAC AAA CBETO-
BOH MHKPOCKOITHH (OBIA TIPEACTABACH OAHH KAYOOUCK
C BBIP@KEHHBIMH aPTH(UITHAABHBIME H3MEHEHUAMH,
He IMOAAEKAITUI aAeKBATHOW onenke). IIpu mmmy-
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HO(AIOOPECIIEHTHOM HCCACAOBAHUHU HA CBEIKE3AMO-
POKEHHBIX CPE3aX BBIABACHA YMEPEHHAA CETMEHTAPHAA
MEAKOTPAHYAAPHAA SKCIPECCHA TOAUTHUITHOTO HMMY-
noraobOyauaa G BAOAB I'BM. Takum 0Opasom, mMmy-
HOMOPOAOTHYECKas KAPTUHA HANOOAEE COOTBETCTBO-
Bara MH ¢ cermeHTapHBIM pacripeAcACHIEM NMMYHHBIX
komrAekcoB. Turp artu-PLAZR cocraBua menee 1:10.
B cBasu ¢ oTKa30M maIEeHTa OT BHIIOAHEHHUA TIOBTOP-
HOII OHOIICHH IOYKH OBIAO IIPUHATO PEIIICHIE O MOAH-
(bI/IKaL[I/H/I HMMYHOCYHPCCCHBHOIZ TCpaHI/H/I: K ACUCHHIO
AOOABACH IIMKAOCIIOPHH C ITOCTEITCHHBIM YBEATYECHHEM
AO03BL A0 250 MI/CyT IOA KOHTPOAEM KOHLEHTPALINI
npemapata. B pesyaprare acuenus k ceursopro 2023 r.
AOCTHTHYT perpecc HeppOTUIECKOIO CHHAPOMA: CHITAKE-
Hue nporentypun A0 0,3 r/cyr, HopMaAu3aLus ypoBHeit
ob1mero GeAka 1 aAbOYMIHA B KpoBu. B okrabpe u HO-
AOpe IMAIHEHT aHAAM3HI He KOHTPOAHPOBaA. B aekabpe
2023 r. Ha (poHe BHEOOAPHIYIHOMN ITHEBMOHUH OTMEICHO
HapaCTaHue YPOBHI KpeaTHHNHA A0 185 MKMOAB/ A, 5pu-
tporTypust A0 20 B 11/3p. BbIA OTMEHEH HIMKAOCIOPHH,
IIPOBEACH KyPC AHTHONOTHKOTEpAIIHY € 9 EKTOM, OA-
HAKO YpOBEHb KpeaTHHNHA B suBape 2024 . moBBICHACH
AO 247 mMrMOAB/ A. TIpr IOBTOPHOIT rocHnTaAM3AINH
B Kaunuky B peBpase 2024 r. BBUAY HapacTaHUA yPOBHA
kpearuHuHA A0 411 MKMOAB/A KOHCTATHPOBAHO ObI-
CTPOIPOIPECCUPYIOIIEE TEUEHHE IIOUYEIHOTO ITPOIIECCa.
AomoannTteapro nccacaosansr AHLIA. C yaerom mo-
soiuenus yposast MITO-AHIIA Ao 52 ea/ma (HOpMa
0-20) BeIcKasaHO mpearoroxenue o passurun AHITA-
4CCONMHUPOBAHHOTO F'AOMEPYAOHEMDPUTA, OAHAKO IIPO-
BECTH MOP(MOAOIIYECKYIO BEpUPUKAIINIO AHATHO32
HE YAAAOCH B CBA3H C Pa3BUTHEM IapOKcH3Ma puOpHA-
asaman npeacepanii (OIT) m 3acTos o Masomy Kpyry.
brraa ckoppexrrposana IMMYHOCYIIPECCHBHAS TEPATIHS:
IIPOBEACHA ITYABC-TEPAITUA METHAIIPEAHI30AOHOM (CyM-
MapHO 1500 MI) € ITOCAEAYFOIITIIM ITEPEXOAOM HA IIPHEM
LPEAHU30AOHA BHYTPb B A03¢ 30 MI/CyT, BEILIOAHEHO
Ae nadysun nukrodocdamuaa o 400 mr. Aedyenre
OCAOKHHAOCH paspurreM napoxcnsma PIT, koTopsri
OBIA KyIIHPOBAH BBEACHHEM AMHOAAPOHA, 4 TAKAKE CTe-
POHAHOIO CAXapHOTO AHA0ETa, B CBA3M C UeM ObIAQ HHH-
LUUPOBAHA HHCYAHHOTEparus. B pesyaprare mposo-
AVMMOH Tepariuu ypoBeHb KpeaTHHHHA CHU3HACA ¢ 411
AO 232 MKkMOAB/ A, poTennypus ¢ 15,8 a0 8,8 r/cyr,
nopmaanzosancs yposerb CPB. Vposens MITO-AHILIA
cunsuaca Ao 32,1 (mopma 0-20) Ea/MA K aIIPEAFO
2024 r. Aast mpodbuaaxtuku uadekimn P, jirovecii k ae-
YEHHIO AOOABACH CYAB(DAMETOKCA30A + TPHMETOIIPUM
B A03¢ 480 mr/cyT. B mocaeayromme Mecsmsr IpoAOA-
skeHsl B/B nudysun mukaodocdamuaa B Aose ot 400
A0 1200 Mr ¢ maTEpBAAOM 2-6 HEA. C IIOCTEIIEHHBIM CHHU-
KEHIEM AO3BI IIPEAHH30AOHA. [IpoBoAMMas Tepartus
OCAOKHMAACEH passuTHeM mapokcusmos PIT B ampeae,
mae u uroHe 2024 1., KyIIIPOBAHHEIX AMHOAAPOHOM, He-
CKOABKHUX 3IIH30A0B HH(EKIINU ABIXATEABHBIX IIyTCH,
IIOTPEOOBABIIIHX YBEAUUEHUA HHTEPBAAL MEKAY BBEAC-
HHEAME IIIKAOOCAMIAA, 2 TAKIKE TEMOPPOUAAABHOTO
KPOBOTEYEHHSA, IIPUBEAIIIETO K IIOCTTEMOPPATHYECKOH
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H.M. bynatos, [1.B. Crapukos, E.C. Crongpesmy u coasr.

AHEMUH TKEAOU crerreHy B Mae u urone 2024 r. B ka-
9YECTBE BO3MOKHBIX IIPUYNH, CIIOCOOCTBYIOIINX CHH-
AKeHIIO 3(D(PEKTUBHOCTH TEPAIIHH, CACAYET OTMETUTD
HH3KYIO IPUBEP/KEHHOCTD IAIMEHTA K ACUCHHIO, OTKA3
OT CBOEBPEMEHHBIX BU3HTOB K BPavy U BEIITOAHEHUS 110~
BTOPHOI OHOIICHH TIOYKH.

K cenrabpro 2024 r. cymmapuo BBeaero 3600 mr
ukAodocdamMmAa, A03a IIPEAHH30AOHA COCTABAAAL
15 mr/cyr. Coxpansirocs coderanne HedpoTnde-
CKOTO M OCTPOro HePUTUIECKOTO CHHAPOMOB: IIPO-
tenuypust Ao 13,7 r/cyr (aapbymunypus 8,7 r/cyr),
runoaAbOyMuHeMus 32 r/A, THIIEPXOAECTEPUHEMUS
8,9 MMOAB/ A, spuTponTypus A0 25-30 B 11/3p, OBEI-
IIICHUE YPOBHS KPEATHHNHA AO 283 MKMOADB/ A; TaKKe
HabAroA2Aach aHemus (reMoraobun 96 r/A) u OBBI-
menne CPB A0 72 mr/A. COXpaHAACH TOBBIIICHHBLIT
yposenb MITO-AHIIA — 30 (zopma 0-20) Ea/ma. TTpu
MCKT ot 21.09.2024 r. oTMEYCHEI IPU3HAKK HHTEP-
CTHIIMAABHOTIO 3a00ACBAHISA ACTKHX: B CYOIIACBPAABHBIX
OTAEAAX OOOUX AECTKHX, OOABIIIE CIIPaBa, OIIPEACAAAICH
PETUKYAAPHBIC U3MEHEHUSA M MEAKHCE ITAOTHBIC OYATH.
07.10.24 r. BEIIIOAHEHA ITOBTOpPHAA OMOIICHA ITOYKM.
[Ipu cBeTOOITHYECKOM HCCACAOBAHHH (KOPKOBBII
U MO3TOBOM CAOHU TKaHH HOYKH, 10 KAYOOYKOB) BELBACH
AnddysueIi raomepyroHeDpUT ¢ PUOPO3HO-KAETOU-
ubivu (2/10) (puc. 2a) u pubposusivu (5/10) moayay-
HHEAMI U HECIIEIN(UIECKHIME KPHUTEPUAME XPOHU3A-
LMK, TAKIMHU Kak TA0OaabHbii (2/10) 1 cermeHTapHbLit
(5/10) rAOMEpPYAOCKAEPO3, YMEPEHHBLIT aPTEPUOCKACPO3
U HE3HAYHTEABHBIN APTEPUOAOCKAEPO3, BHIPAKCHHDIE
HHTEpCTHIHAABHBIN (GHOPO3 u TyOyAdpHad aTpodus
(50-55%). ITpu oxpacke Tprxpomom 1o Maccony 06-
paraAu Ha ceOA BHIMAHHE PACCEAHHbIE 3ITNMEMOpa-
Ho3HbIe (byKcHHOMUABHBIE AcO3UTH (puc. 2b). [Tpn
IMMYHOMDAIOOPECIIEHIIEHTHOM HCCACAOBAHNHI Ha CBE-
K€3AMOPOZKEHHBIX CPE3aX BBIABACHA yMEpPEHHAA AH-
(pysHad IPEUMYITIECTBEHHO CEIMEHTAPHASA MEAKOTPAHY-
ASIPHAS SKCIIPECCHSA ITOAUTUITHOTO HIMMYHOTAOOyAHHA G
BAOAB I'BM (puc. 3). Takum oOpasom, HMEAL MECTO
Mopdorormdeckas KapTuHa AUDPY3HOTO CKAEpPO3U-
PYFOIIIETO M HEKPOTH3NPYIOIIIETO FAOMEPYAOHE(DPHTA,
KOTOpas C y9E€TOM KAMHHYECKUX AAHHBIX (THIIEPIIPO-
Aykrma aatares k MITO) nanbGoaee xapakrepaa AAd
AHITA-acconunposarnoro raomepyronedpura (I'u-
cromarorormgeckan kaaccudurarres, 2010: cmernanHbIi
kaacc [9]). immynomopdoaoriaeckne AaHHbIE HE T10-
3BOASIAU HCKAIOYHTDH COIYTCTBYIOIIEE NMMYHOKOM-
naexcHoe nopaxenue (MH; seposrao, antn-MITO mem-
Opanosuas nedporarus/ antu-MITO MH-topo6ubIe
ACIIO3HTEL).

[IprHuMas BO BHUMAHUE COXPAHAIOIIYIOCA AKTHB-
HOCTH 3200A€BAHNS, 4 TAKKE HEKEAATCABHBIC ABACHIH,
ACCOLMHIPOBAHHEIE C TePAIHell (CaxapHBIH AnaderT, Ia-
poxcusmer PIT, permauBupyroIre HHQEKINT ABIXA-
TEABHBIX ITyTEH, aHEMHHA), IPHHATO PEIICHNE O IIPOBE-
ACHIHI MHAYKITHOHHOI TEPAITNHU PUTYKCHMAOOM B AO3€
1 rB8/B Ne2 ¢ mHTEPBAAOM 2 HEA. CO CTAHAAPTHOM IIpe-
MEAHKAIIHEH METHAIIPEAHH30AOHOM, ITAPAIIeTAMOAOM
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Puc. 2. CBeToBas MmyKpockonusa: a) CermeHTapHble $prbPO3HO-KNeToUHbIe NonynyHNs; okpacka PAS, x100.
b) SnnmembpaHo3Hble GyKCUHOPUBbHBIE AEMO3UTbI; OKPacka TPMXpoMoMm no MaccoHy, x400.

Fig. 2. Light microscopy: a) Segmental fibrocellular crescents; PAS staining, x100.
b) Epimembranous fuchsinophilic deposits; Masson trichrome staining, x400.

u xaoponupamuaoM. Ot yBeamdenus A03sl I'K 05110
pereno Bosaepxarbes. [Ipoaoamena mpoduaakTuge-
CcKast Teparus CyAb(haMETOKCA30A0M + TPUMETOIIPIMOM
(480 mr/cyT), mpenaparamn KaApus 1 Buramuaa D,
Hepo- U KAPAHOIPOTEKTUBHAS, AHTHAPUTMIICCKAS,
AUypeTHdecKas Teparus. JIHAyKIHOHHYIO TepalIHIo IIa-
IIICHT IIEPEHEC JAOBACTBOPUTEABHO. B AaabHelTIIEM ITa-
LIHCHT IPOAOAKIA HADAIOACHHE ITO MECTY JKHTCABCTBA;
110 AaHHBIM OT (peBpanst 2025 1. ypOBEHb KpeaTHHUHA

Puc. 3. immyHodntoopecueHTHOe nccnefoBaHme Ha

CBEXE3aMOPOXKEHHbIX Cpe3ax.
MenkorpaHynapHas skcnpeccua ummyHornobynunHa G (IgG) sgonb
rnomepynspHbIX 6a3anbHbix MembpaH; x400.

Fig. 3. Immunofluorescence on frozen sections.
Fine granular expression of immunoglobulin G (IgG) along the
glomerular basement membranes; x400.

cocraBuA 239 MEMOAB/ A, obimero Geaka 62 r/a, CPb
0,1 Mr/A; aHAAN3BI MOYH HE KOHTPOAHPOBAA.

OGcyxaeHnE

[IpeacTaBACHHEIC KAMHIYECKHE HAOAIOACHHS AC-
MoHCTpupyioT ABa cAydad MITO-AHIIA-nosurusHOTO
MITA ¢ mopdoaormgecku BepuHINPOBAHHON AHTH-
PLA2R-geratusroir MH.

K macrosmmemy BpeMeHN B AHTEPATYPE OIIHCAHO
HECKOABKO OTACABHBEIX CAYY4CB U CepUH HAODAIOAC-
HUIT ITOAOOHOTO PEAKOTO BAPHAHTA IOPAKEHUSA ITOUCK
y marertos ¢ AAB. Tak, B 1997 r. W.Y. Tse u coasr.
0000 parmbie 10 marueHToB, y 9 H3 KOTOPHIX IIPU-
3HAKH HEKPOTU3UPYIOINEro raomepyronedpnra u MH
OBIAU BEIABACHEL IIPU MOP(OAOIHIECKOM HCCACAOBAHII
yIKe Ha MOMEHT MaHudecTanuu 3a00AeBanus (y OCTaB-
IIIErOCs ITAIIMEHTa IIPU3HAKH BACKYAUTA OOHAPYKUAN
IIpu OBTOpHOU Hedpoduomcun depes 5 aer) [3]. V ge-
TBIPEX MAITHEHTOB IIEPBBIM KAHIYECKIM IIPOSBACHIEM
ObIA HE(DPOTHICCKUI CHHAPOM, KOTOPBIH Y ABYX H3 HIX
cogeraacs ¢ HapyrreHuem dyukiun modek. AHITA
OBIAM BBIABACHBI TOABKO Y YETBIPEX HAIIHECHTOB (CPEAH
npx vy 50% AHLIA ¢ mepunykAeapHBIM THIIOM CBEYe-
HHSA, KOTOPBII HALOOAEE XaPAKTEPEH AASl AHTUTEA K MH-
eaomepokcuaase). B marreit pabote y 00oux marueHToB
HAOAIOAAAACH CXOAHAA AMHAMEKA PA3BUTUA IIOYCIHOTO
nporiecca: popMupoBaHIe He(OPOTUIECKOIO CHHAPOMA
C IIOCACAYIOIINM IIPHCOCAMHEHUEM OCTPOro/ObICTPO-
IIPOIPECCHPYIONIEr0 HE(PUTHIECKOTO CHHAPOMA, OA-
HAKO Y IIEPBOLO MIAIKIECHTA TOMY IIPCAIICCTBOBAA IIH-
30A OCTPOro HePUTHUECKOTO CUHAPOMA B AcOIOTE
3200A€BAHUA, PA3PEIINBINUICA B PE3YABTATE ACUCHIA
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purykcumabom u I'K. Heemotps Ha T, 9T0 B 000KX
CAyYaAX BKAAA B PasBUTHE ITOYECIHON AHUCKHYHKIIHH
MOTAO BHOCHTB HA3HAYCHIE HHITOUTOPOB KAABIIHHEB-
PHHA, CACAYET OTMETHTD, YTO KOHIIEHTPAIHA ITperaparTa
OCTaBAAACh B IIPEAEAAX TEPAIIEBTUYECKOTO AHAIIA30HA,
a HAPACTAHHUE YPOBHA KpeaTHHUHA Ha (hOHE IEPCUCTH-
pyrorero HepOTUIECKOTO CHHAPOMA B ODOHX CAY-
YafX COIPOBOKAAAOCH HAPACTAHUEM 3PHTPOIIUTYPUI
U YPOBHA AaDOPATOPHBIX MAPKEPOB CHCTEMHOIO BOC-
naaerns. Kpome Toro, yHKIHA TOYEK YACTHIHO BOC-
CTAHOBHAACH ITOCAE YCUACHUA HMMYHOCYIIPECCHBHOM
Tepannu (Ha3HAYeHUA ITMKAOPOCGaMIAA H YBEAUTIEHHA
Ao3er I'K). D10 mmo3Boasier 00CyKAaTh TUIIOTE3Y O TPAHC-
popmaru ITOpAKEHHA ITOYEK, B IIOAB3Y KOTOPOH TaKiKe
CBHAETEABCTBYIOT PE3YABTATHI IIOBTOPHOM HePOOHOII-
cun y [lanmenTa 2, BHIABUBIICH cOYeTAHIE HEKPOTH-
supyromero OKI'H u MH. V TlannenTa 1 B Guorrrare
xapaktepHbie AT AAB mposBaennsa orcyrcTBOBaAH,
OAHAKO HA MOMEHT OHOIICHHI BEAYIIIUM B KAHHIYIECKOM
KapTUHE OBIA HePOTHHUECKHI CHHAPOM O€3 3HAYIMOTO
CHIIKEHHA a30TOBBIACAUTEABHOM (DYHKITHHI ITOYCK.

V obownx marmentos Obran BeisBAcHEr MITO-AHLIA,
a antu-PLAZR orcyrcTBOBaAm, 9TO B IIEAOM COrAacCyeTcs
C AQHHBIM AHTEPATYPBI O DOAEE BEICOKOM 9acTOTe OOHAPY-
xerna MITO-AHIA npu cogerarm AAB n MH [10-12].

Bosmomnuocts yaactra MITO B matorenese MH yera-
nosaeHa AaHO. Ere B 1987 1. B akcrrepuMenTasbHON
MOAEAN IAOMEpPYAOHEPHTA OBIAA ITOKA3aHA CIIOCOD-
sHocte MITO — karnonHOrO OeAka, BEIPAOATBIBAEMOTO
Heirrpopuaamu, cA3pBaThCA ¢ aHHOHAaMu I’ BM 1 na-
KAITAUBATBCA B CYOSIIUTEAHAABHOM ITPOCTPAHCTBE B Ka-
YecTBE «UMIIAAHTHPOBAHHOrOY anTureHa [13, 14]. B to
7K€ BpPeM#, IIATOreHETHYECKAA OCHOBA (DOPMUPOBAHIA
netnnraHoro Aaf AAB BapmanTa raomepyaonedprTa
Op1Aa TIPOAEMOHCTPHPOBaHa TOABKO B 2017 1. B pabote
S. Manabe u coasr. [15], IpeACTABUBIIINX KAMHIYIECKOE
nabaroaenue 19-aerTHero manuenTa, y KOToporo 3aboae-
BaHIEe MAHH(ECTHPOBAAO IIPOTENHYPUEI, TeMATYPHEH,
ymepennbiv camkerreM pCK® u moBsineHnem Tupa
MITO-AHIIA. CBeroomrtudeckoe HCCAEAOBAHUE HE-
dpobuomrara BesiBuAO Kaptuay MH u dpubposnsx
IIOAYAYVHUH, 4 IIPU 9ACKTPOHHON MHUKPOCKOIIMU OBIAI
OOHAPYKEHBI CYOSIIMTEANAABHBIE M ME3AHTHAABHEIE
3AEKTPOHHO-IIAOTHBIE ACIO3HUTH 1 yroArenne ['BM.
Aeuenne I'K nmpuseao k pemuccrun 3a60AeBaHIA, OA-
HAKO 4Yepe3 5 AeT y IAIHMEHTa Pa3BUACA ITOUEUHO-A€-
TOYHBIA CHHAPOM, 4 IIPH IIOBTOPHOH OHOIICHH ObIAA
noaydena kapruaa DKI'H 6es ricroaormaeckux mpu-
szaxkoB MH. B epBom Onorrrare aBropamu OBIAH IIPO-
AemoncTpuposansr Aertosuriua MITO u mvmyHOrA00Y-
Anaa G BAOAD 'BM # B ME3aHITH 1 HX KOAOKAAM3ALIHA.
Bo Bropom 6morrrare aenozuter MITO orcyrerBoBasm.
Ha ocnoBammm 5THX HAXOAOK aBTOPBI BBICKA3AAHU IIPEA-
IIOAOKEHHE O TOM, YTO Pa3AMYUA B KAHHHKO-MOPO-
Aormdeckux npossaeHuax AAB y manmenTa 3aBuceAn
OT aKTHBHOCTH 3a00AEBAHMA, KOTOPAA OIPEACAAAACH
ocobeHHOCTAMH B3ammoAeuctsus MITO u MITO-
AHIIA, HarpaBA€HHBIX IIPOTHB PA3AHYHBIX SIIHTOIOB
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MITIO. B cayuae mpoaykim MITO-AHLIA, cioco6-
HBIX IIPU CBA3BIBAHUH C OIIPEACACHHBIMH SITUTOIIAMH
MITO mopaBasTs e DEPMEHTATHBHYIO AKTHBHOCTD
(HO He aKTHBHPOBATH HEUTPOQUABL), IIO-BHAUMOMY,
MOTyT (POPMUPOBATHCA CTAOMABHBIE HMMYHHEIE KOM-
ITAEKCBI, HAKOIIAGHHE KOTOPHIX B CYOIIHTEAMAABHOM
IIPOCTpaHCTBe 3amyckaeT narorenes MH, no me mpu-
BOAUT K MaCCHBHOMY IIOBPEKACHUIO TKAHH IIOYKH
[16, 17]. B To Bpems xax Beipadotka AHLIA, Hamrpas-
A€HHBIX TIpoTHB Apyrux snutonos MITO, mamporus,
CITOCOOHA 3aIyCTUTH APYTOM MEXaHU3M HOBPEKACHUA
KAyOOUKa ¢ pasBuruem xapakrepHoro aad AAB OKI'H.
Orpanngennem AAHHON PabOTHI ABASETCA OTCYTCTBUE
NTI'X/N® uccaeaosanms ¢ anruresamu K MITO u yab-
TPACTPYKTYPHOH OIEHKN (3AEKTPOHHASA MUKPOCKOIIH)
HepOOHOIITATOB.

Ananormgnyio kapruny sxcupeccua MITO n nm-
myHOrAo0yAuaa G BAOAB I'BM (11 X KOAOKAAH3AIIHIO)
y manmertos ¢ AHITA-acconmupoBanHbIM rAOMEpyAO-
Hedpurom ormedain u Apyrue aropsr [18]. B 2024 .
K. Tominaga u coasT. ormcaau cepuro u3 7 caygaes MH,
accormuposansoii ¢ MITO-AHLIA, y koToperx 6s1aa
BeiBAeHA Aertosunua MITO meroaom mporeoMHOrO
aHaAm3a (C NCIIOAB30BAHNEM AA3EPHOIN MHKPOANCCEK-
IIHN B KHAKOCTHOI XpOMaTOrpadpun ¢ TAHAEMHOI Macc-
CIIEKTPOMETPHEI) C IIOCACAVIOIIEH ACMOHCTPAITHEI SKC-
upeccan MITO Baoas 'BM mMMyHOrICTOXIMIYIECKIM
U IMMYHO(AFOOPECIIEHTHBIM METOAAMH H KOAOKAAN3a-
nuu MITO u ummynoraodyanuna G metoaoM koHGO-
KaAbHON Mukpockonu# [6]. ITo cpasrenwmro ¢ rpymmoit
narerTos ¢ MITO-AHIIA-acconmupoBarnbv raome-
pyaonedpurom marmentsr ¢ MH, acconuupopannoi
¢ MITO-AHIIA, xapaxkTepn3oBaAuch GOAEE BHICOKHMH
IIOKA3ATEAAMH IIPOTENHYPUH, AOAH (DHOPO3HBIX IOAY-
Ayuuit u 6oAee Huskum yposaem MITO-AHIIA B nup-
kyasrun. B to :xe Bpems, pCK® u yposers mporeuny-
pUH B 5TOI TPyIIITe OBIAN HITAKE, YEM Y IIATH ITAIIHEHTOB
c nepsuunoi anTH-PLA2R-tosurisrOi MH. B 11eaowm,
ITO AAHHBIM PA3AMYHBIX CEpUIT HAOATOACHMIT, AAT MH,
accortuuposarnoi ¢ MITO-AHIIA, xapakrepro co-
JyeTaHue He)POTUIECKOTO CUHAPOMA (HAH ITPOTEHHY-
pHuu He)POTHIECKOTO YPOBHA) € OCTPEIM HedppUTHIIC-
CKHM CHHAPOMOM HAH OCTPBIM ITOBPEKACHUEM IIOYEK
6, 10].

B macrosimee Bpems 1mepCcOHAAM3NPOBAHHBINA TOA-
XOA K AeveHuto marnuenTos ¢ MH, acconuupoBanHoM
¢ MITO-AHIIA, se paspaboran. B anrteparype omu-
caspl nonbTku HasHavenud ['K B pexximve MorOTEpaTm
MAM YaIlle B COYCTAHHN IUTOCTATHKAMI (IIMKAO(OC-
(haMHEAOM, 23aTHOIIPUHOM, MU3OPUOMHOM, PUTYKCH-
MabOM), a Takke ceaHcaMu maasmoodmena. C Harmed
TOYKH 3PEHHA, IPHHUMAS BO BHUMAHHE ArPECCHBHBII
XapaKTep TEIEHNS [TOUETHOTO IIPOIECCA, BOSMOKHOCTD
PA3BUTHSA KUHEYTPOKAFOIIIX BHEITOYCIHBIX ITPOABAE-
HHIT CHCTEMHOTO BACKYAHTA, HANDOAEE IIEAECOODPA3HO
HA3HAYEHHE TEPAITNH B COOTBETCTBHH C PEKOMEHAAITH-
AMH 110 ACYCHUIO HopaxeHus modek upu AAB ¢ ee
KOPPEKIINEH 110 Mepe TPaHCOPMAIINN KATHITYECKOTO
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teuenud [19]. Ilpu aTom, Kak AeMOHCTPUPYIOT IIPEA-
CTABACHHBIC HAMH HAOAIOACHHS, CACAYCT VIHUTHIBATD
BBICOKHE PUCKU ACCOL[HIPOBAHHBIX C TEPAIIHCH HEKE-
AQTEABHBIX ABACHHIM, IIPEKAE BCErO MH(EKITNOHHBIX.

3akAroueHue

MH, accoruuposannas ¢ MITO-AHITA — peakuit
BAPUAHT TAOMEPYAAPHOTO HOpazeHns B pamkax AAB,

LUkona Hedponora

KOTOPBIH MOZKET IPEAINIECTBOBATH KAACCHYIECKOMY
3KCTPAKAIIMAAAPHOMY TAOMEPYAOHEPPHTY UAH Pa3-
BUBATHCH OAHOBPEMEHHO C HUM U IPOABAATHCHA CO-
deTaHHEM HePPOTUIECKOTO U OCTPOTO HAU OBICTPO-
IIPOIPECCUPYIONIETO HEDPUTUIECKOIO CHHAPOMOB.
KomOumHIpOBaHHAA HMMYHOCYIIPECCUBHAA TEPAIIUA
IIO3BOAAET AOOUTHCA TIOAHON MAM YaCTUYIHON PeMUC-
CHHI, OAHAKO CONPSKEHA C PUCKAMU MH(EKIIMOHHBIX
OCAOKHEHHI 1 MHBIX HEKCAATCABHBIX ABACHHH.
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Pesrome

Crarun-accoruupoBannsie Mpieunbie cuMiToMel (CAMC) — oAHE 13 Han0oAee YACTBIX IT000YHBIX
3¢ dekroB craTHOB. B 3aBUCHMOCTH OT CTEIIEHU BBIPAYKEHHOCTH KAMHUYECKHUX IIPOABACHUH IIOBPEXKAE-
HHA MBIIIIEYHOM TKAaHU U ypoBHA KpeatuHdochokunassl (KPK) BBIACAAIOT: MHAATIIIO, MHOIIATHIO, MHO-
3UT, MHOHEKPO3 U pabaoMuoaus. PaGaomMuoans — a1o HanmboAee THKEABIH B PeAKHil 10004HbIH 3ddexr
CTATHHOB, XapPaKTePUIYIOIIUIICA HETPABMATHYECKIM HEKPO30M MBIIIII C KAMHUYECKHMU IIPOABACHUAMHU
B BUAE MuaAru, nossimenns KOK, muorao6unemMmy, MHOrA0GHHYpHH, 2 B HEKOTOPBIX CAyYaAX Pa3BHUTUEM
ocrporo nouyeysoro mospesxaerus (OIIIT). Mexanuzmbr CAMC A0 KOHIIA HEM3BECTHBI, OAHAKO BBIABACH
PAA $aKTOPOB, CIIOCOGCTBYIOIINX UX BOSHUKHOBEHHUIO, OAHUM M3 KOTOPBIX ABAAETCA ACKAPCTBEHHOE
B3aUMOAEHCTBIE MEXKAY CTATHHAMH M CPEACTBAMU, META00AU3UPYIOIIUMICH C IIOMOIIBIO H30(PEPMEHTOB
muroxpoma P450. B cratee npeAcTaBA€H KAMHUYECKUN CAyUYall AeKapCTBEHHO-MHAYIIUPOBAHHOM MUOIIA-
THH Y IIaIeHTa ¢ (POKAAbHO-cerMeHTapHbIM raomepysockaeposom (PCI'C) u nepeneceHHbIM nHpap-
KkroM Muokapaa (M), KoTopoii IToAydJaA TEPAINI0 ATOPBACTATHHOM U nuKAoctopuHoM. Ilamment H.,
67 aet, nroan 2023 r. — pasBepuyThiil Hepporuyeckuit cuaapom (HC), kpearunun xposu 100 MkMOAB/ A,
1o AaHHBIM Heppobroncun — @ CI'C, GbIA NCKAFOUEH €Tr0 BTOPUYHBIN I'eHEe3, HA3HAYAAACh TEPAIIUA: IIPEA-
H130A0HOM 80 Mr, cmmBacraruaoM 40 mr, nepuHAonpraoM 2,5 Mr B cytku. Uepes 2 mecana — pemuccus
Hedpura. A03a IPEAHU30AOHA IIOCTEIIEHHO CHUYKAAACH, B HroHe 2024 r. — 12,5 mr/cyr., Ha 9TOM (pOHE OT-
MEYaAOCh HAPACTAHHE BBIPA’KEHHOCTH IIpoTenHypuu u pazpurue ocrporo MIM. IlposBoanaoce seueHne
HIM coraacHO KAMHUYECKHM PEKOMEHAALMAM, ObIA HasHaueH aTopsacratud 80 mr/cyT., yBeAndeHna A03a
npearn3oaoHa A0 20 mr/cyr. Crycra mecarn — HC, BBIITOAHAAACH IyABC-TEPAIINA TAFOKOKOPTHKOUAAMHU
(I'K), yBeandena Ao3a mpeAHH30A0HA A0 45 mr/cyT. — Ge3 adpdexra. K aeuenuro 6b1a A0GaBACH HUKAO-
ciopus 200 mr/cyr. Ha sTtom ¢one ormedasock Hapacranue KpeatnHuHa KpoBH A0 300 MKMOAB /A, uTO
TPAKTOBAAOCH KaK MPOABACHHE ITMKAOCIIOPHHOBOI TOKCHYHOCTH, A032 IIpenapara ObIAa yMEHBIIIEHA B ABA
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pa3a, OAHAKO ITOABUAACH U CTAAQ HAPACTATh MBIIIEYHAA CAA0OCTb A0 YPOBHA Mape3a BO BCEX KOHEUHOCTAX,
HabAr0AaA0Ch TToBBIIIeHHE ypoBHA KO K 11 Muorao6una B kposu. ITanmeHTy 6p1A2 MICKAYOUEHA ITATOAOTHA
LICHTPAABHO U IIepu( epUIeCKOli HEPBHOU CHCTEMBI, PA3BUBIIIEECA COCTOAHNE PACLIEHEHO KAK MUOIIATHA
TAXKEAOH CTereHH Ha (OHE COUETAHHOIO HA3HAUCHUA ATOPBACTATHHA U MUKAOCIIOpHuHA. ITocae oTMeHBI
IIPEenapaToB OTMEYAAOCh BOCCTAHOBACHUE MBIIIEYHOM CHABI, HOpMasu3opasucsk KOK, muoraodusn, kpe-
atuauH kposu. Ha ¢one npoaosxennoii monorepamuu I'K aocturayra pemuccus Heppura. C eapro
IIPEOAOACHHA CTEPOUA-3aBUCUMOCTH U IIOAACPIKAHUA PEMUCCHH ITAAHUPYETCA Ha3HAYCHHE PUTYKCHMa0a,
C II€ABI0 KOPPEKIIU HAPYIIIEHNA AUIIHAHOIO OOMEeHA — HHKAUCHPAHA.

Karwuesvie cnosa: amopsacmaniun, yuxaocnopur, muonamus, paboomuonns, ocnpoe noveuroe nospexoeHise, 2aomepyao-
Hegbpum, undaprm muoxapoa

Abstract

Statin-associated muscle symptoms (SAMS) are among the most common side effects of statin therapy.
Depending on the severity of muscle damage and the level of creatine phosphokinase (CPK), SAMS can
be classified as myalgia, myopathy, myositis, myonecrosis or thabdomyolysis. Rhabdomyolysis is a rare but
severe adverse effect, characterized by non-traumatic muscle necrosis, clinically manifested by myalgia,
myoglobinemia, mioglobinuria and, in some cases, by occurrence of acute kidney injury (AKI). While the
mechanisms underlying SAMS are not fully understood, several risk factors have been identified — notably,
drug interactions between statins and other medications metabolized by cytochrome P450 isoenzymes. This
article presents a clinical case of drug-induced myopathy in a patient with focal segmental glomerulosclerosis
(FSGS) and recent myocardial infarction (MI) who was treated with atorvastatin and cyclosporine. In July
of 2023, a 67-year-old patient N., presented with full-blown nephrotic syndrome (INS), serum creatinine
100 pmol/L. Renal biopsy confirmed the diagnosis of FSGS. Secondary causes were ruled out, and the
patient was started on prednisolone 80 mg/day, simvastatin 40 mg/day, and perindopril 2.5 mg/day.
After two months, remission of the nephritis was achieved, and prednisolone was gradually tapered; by
June of 2024, the dose was decreased to 12.5 mg/day. At this point a rise of proteinuria was observed,
followed by the development of acute MI. Treatment was provided according to the clinical guidelines,
including the initiation of atorvastatin 80 mg/day and an increase of prednisone in to 20 mg/day. One
month later, the nephrotic syndrome relapsed. Pulse glucocorticoids (GC) therapy was administered,
and prednisolone dose was increased to 45 mg/day, but without effect. Cyclosporine 200 mg/day was
added. During this petiod, serum creatinine rose to 300 pmol/L, initially interpreted as a manifestation
of cyclosporine toxicity, prompting a 50% was reduction. However, the patient subsequently developed
progressive muscle weakness, leading to paresis in all extremities, along with marked elevation in CPK
and serum myoglobin. Neurological causes were ruled out, and the was diagnosed as severe myopathy
associated with combined use of atorvastatin and cyclosporine. Following discontinuation of these drugs,
the patient's muscle strength improved, and serum CPK, myoglobin and creatinine levels normalized.
Continued steroid monotherapy resulted in nephritis remission. To overcome steroid dependence and
maintain remission, the initiation of rituximab is planned. To address the patient’s lipid metabolism
disorders, the used of PCSK9 inhibitors is being considered.

Key words: atorvastatin, cyclosporine, myopathy, rhabdomyolysis, acute kidney injury, glomernlonephritis, myocardial infarction

Beeaenue

CTaTHHBI — 9TO THIOAUIIMAEMHYECKIE CPEACTBA,
HHrHOUPYIOIIHE 3-THAPOKCH-3-MeTHA-TAyTApHA-KOA-
peAyKTasy — pepMEHT, YIACTBYIOIINI B CHHTE3E XOAC-
crepuHa B rieuenu [1]. CTaTHHBI IIMPOKO IPUMEHAFOTCA
AASL KOPPEKIIUI TUIIEPXOACCTEPUHEMUN, 4 TAKKE IIep-
BHYHOH M BTOPUYHON IPOMHUAAKTHKE aATEPOCKAEPO32
[2]. Io aammbmv Ha 2020 1., 8 PO wacrora npuema cra-
THHOB B OOIIEH monyAsanuu coctapadaa 3,3%, cpean
Amy crapie 45 aet — 5,5%, cpean AnIl B Bospacte ot 55
A0 64 aer — 8,1 % [3].

OAHEM 13 TOOOYHBIX 9(PEKTOB CTATUHOB ABAS-
FOTCA CTaTI/IH—aCCOLH/IHpOBaHHbIC MBIIIICYHBIE CUMITTOMBI
(CAMC). B 3aBucHMOCTH OT CTEICHH BBIPAKEHHOCTH
KAMHITYECKUX ITPOABACHHH IOBPEKACHUA MBIIICIHOM
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TraHN 1 ypoBHA KOK BRIACAAFOT: MHAATHIFO, MHOTIATHEO,
MHO3HT, MHOHEKPO3 ¥ PADAOMHOAM3 — CAMYIO THKE-
AyIO U peAKyio (popmy [4]. CraTHH-aCCOIMUPOBAHHBIH
PAOAOMHOAN3 XapaKTEPH3YETCA HEKPO3OM MBIIIIIL, CO-
IIPOBOKAAEMOIO MBIIIIEYHOH CAADOCTBIO, MUAATHEH,
nosbirennem yposaeir KOK n muoraobuna B kpow,
MHOTAOOMHYPHEH, a TAKKE CIIOCOOHOTO IIPUBECTH
k passururo OIIIT [5]. [Ipn meTa-anasuse mccaeAo-
BAHWH, B KOTOPHIX ydacTBoBaro 129000 manuenTos,
HOAYYABINUX CTATHHBI, OBIAO BEIIBACGHO, YTO YACTOTA
BCTpeuaeMocT Muonaruii cocrasuaa <1/1000 gerosex
[6]. ITpu oTOM YacTOTa pAOAOMUOAN3A, IO OLICHKAM IKC-
1epToB, cocraaser 1-3 caygas/100000 manmerTo-aet
[7]. Mexarmsm CAMC A0 KOHIIA HEM3BECTEH, OAHAKO
CYIIECTBYIOT BEPCHH O POAN CHIZKEHNSA YOMXHHOHA (KO-
snsuma (), obpasyrormerocs B Iporecce MeTadoAn3Ma
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MeBaroHaTa ¢ yaactuem I'MI-KoA-peaykraser, B ero
posaukHOBeHHH [8]. CyIrecTByeT psA IIPEAUKTOPOB Pas-
Butust CAMC: Bospact craprre 80 AeT, JKEHCKUI ITOA,
BBICOKAAl AOSHPOBKA CTATHHOB, HAAMYHE IIOPAKCHUA
IIOYEK MAHM IEIEHH, THITOTUPEO3, OOIITHUPHBIE TPABMBI
U OIEpalllu B aHAMHE3E, YIOTPeOACHHE KAIOKBBI
u rpedndpyra B GOABIIHNX KOAMYIECTBAX, AAKOTOAU3M,
HEPBHO-MEIIIICYHBIC 3a00ACBAHIS, 4 TAKKE IIOAIMOP-
usm msodepmenTos rroxpoma P450 nan GeAkoB —
IIEPEHOCYHMKOB AeKapcTs [7, 9.

LIIKAOCIOPUH — 3TO UMMYHOCYIIPECCAHT, CIICLH-
cprraecku u o6parumo nurndupyromui GO u G1 dassr
KAETOYHOT'O IIUKAQ IMMYHOKOMIIETEHTHBIX AMMOLIH-
TOB, 0COOEHHO T-XeAIIepOoB, a TaKiKe ITOAABAAIOIIHI 00-
PA30BaHIE U BEIXOA U3 KACTOK MHTEPACHKHHA-2 U €ro
cBA3bIBaHME cO crenuduyeckumu pererrropamu [10].
LIUKAOCITOPUH AKTHBHO HCIIOAB3YETCA AAA ACUCHUA
MHOTHX 2y TOHUMMYHHBIX 3a00A€BAHUI (TAOMEpyAOHED-
pHTa, IICOPHA32, PEBMATHYECKAX 3200AEBAHMI 1 Ap.),
TaKKe IPUMeHAeTcs B TpaHcnAanTosoran [11-13].

AekapcTBEHHOE B3aUMOACHCTBUE CTATHHOB C APY-
TUMH ACKAPCTBEHHBIMU CPEACTBAMU OOYCAOBACHO 00-
IITHOCTBIO UX MeTaboAm3Ma. Tak, MeTabOAM3M aTOpBa-
CTATHHA OCYIIECTBAACTCA C IIOMOINBIO N30(hepMeHTa
CYP3A4 [14], mpu 5TOM HUKAOCIIOPHH CITOCOOEH HH-
rubuposats CYP3A4, 410 B cBOIO 0O4epeAb BeACT K CHU-
KEHNIO KAHPEHCA ATOPBACTATHHA U IOBBIIIICHUIO €T0
TokcraHoctH [15].

Kananugeckoe HabGArOA€CHHTE

[Manment H., myxauna, 67 aer. V13 anamuesa us-
BECTHO, YTO POC M PAa3BUBAACA B COOTBETCTBHH BO3-
pacry, cayxua B BC PO, peryaspHO IIPOXOAHA Me-
AWITIHCKHE OCMOTPBI, AAHHBIX 34 IATOAOTHIO IIOYEK
me Op1r0. C 30 Aet cTpasaeT IOCTTPABMATUYICCKIM XPO-
HHYECKAM OCTEOMHEANTOM IIPAaBOI OOABIIEOEPIIOBOLT
KOCTH, I10 TIOBOAY YE€r0 HEOAHOKPATHO IIPOBOAHAMCH
HEKPOCEKBECTPIKTOMHH, B IIOCACAHHE 7 ACT — PEMIC-
cust. Mroas 2023 r. — HeppoTHUECKHIT CHHAPOM (aABOY-
muH 22 1/ A, cyrounas nporenHypus 3,2 I, XOACCTEPUH
12 MmoAb/A), kpearraus kposu 100 MkMOAB/ A, VauTsi-
BAfl HAAUYHE XPOHUIECKOTO OCTEOMHIEANTA B AHAMHE3E,
OBIA BEICTABACH LIPEABAPUTEABHBIN AHATHO3: “Bropmd-
HBIH aMHAOHAO3 € mopaxenneM mmouek”, 14.08.2023 r.
BBIITOAHSAACH HehpOoOHOIICHS, Ipermapat OBIA OTIIPAB-
Aex B I'Kb Ne 52 r. Mockser. Berrroanssacey cerosas
MUKPOCKOIIHS, ITIPOBEACHB! OKPACKI: TEMATOKCHANH-30-
sun, [HIMK-peaknns, tpuxpom o Maccony. B npemna-
pare 11 kayboukoB, ckaeposupoBaHHbIX HeT. Kayoodku
3HAYUTEABHO YBCAUYCHBI B Pa3MEpPax, 03 ME3AHTHAAD-
HOU 1 S9HAOKAITHAAAPHOMN IHIIEpKACTOYHOCTH. B oaHOM
13 HUX HEDOABIIION yIACTOK CETMEHTAPHOIO CKAEPO32
KanmuAAApHEIX 1eteAb. HeOoaprmoi auddysuno-oua-
roBuiii (pHOPO3 MHTEPCTUIHA U aTPO(HUA KAHAABIIEB,
saammarorue 10-15% moveunoii mapenxnmer. Apre-
pHH U apTEPUOAH — Oe3 ocobeHHOCTeH, Okpacka Korro
KpacHbIM — HeraTuHO. Mimmynodaroopecriennus: IgG,
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IgA, IgM, C3, Clq, bubpun, Kamma, Aambaa — Her.
3axarouenne: PCI'C. B xoae obcacAOBaHmSA OBIA HC-
KAIOYCH IO BTOPHYHBIN TCHE3, HA3HAYCHA TCPAILU:
1peAHn30A0H 80 mr, cuvBacTaTHH 40 MT, IEPHHAOLIPUA
2,5 mr, anerracaanIAobas krcaota 100 mr, omerrpasoa
20 mr B cyrxu. Yepes 2 mecsna — pemuccus HedpHuTa.
A03a IPEAHH30A0OHA ITOCTEIIEHHO CHI/KAAACh, B HFOHE
2024 1. — 12,5 mr/cyr., ocrarbHast Teparms Obiaa 6e3 13-
MEHCHUH.

Vxyamenune cocrosuua 16.06.2024 r. — passurue
KAHHUKE OCTPON HIIeMUH MHOKapAa. [ lartier Obra ro-
CIIHTAAM3HPOBaH ¢ Anarao3oM “Octpeiii VIM 6e3 moas-
ema cermerTa ST”. AabopaTopHble AAHHEIE: TPOITOHIH —
IIOAOKHTEABHBI, IIPOTEHHYPHSA B OOIIIEM AHAAM3E MOYH
2,7 r/ A, OCTAABHBIE ITOKA3ATEAH B IIPEACAAX pedpepeHc-
HBIX 3HAYCHHUH. Brimoansaace koporaporpadms: mpa-
BBIIi AOMHHAHTHBIN THII KPOBOOOPAIIEHNA MHOKAPAA.
ATEPOCKAEPOTHIECKOE ITOPAKCHIE ACBOH H IIPABOH
KOPOHAPHBIX APTEPUH B COYCTAHUHU C KAABIIHIHO30M.
TaHAEMHBIH CTEHO3 IIPOKCUMAABHOIO CETMEHTA IIEPEA-
neit Hucxoasmeit aprepun (ITHA) 60 u 90%. [Tpors-
’KeHHBIH cTeHo03 cpeaHero cermenta [THA ¢ makcumans-
HEIM CTCHO3HPOBaHUIEM A0 95%. CTeHO3 AHCTAABHOIO
cermenTa OA 70%. CreHos aucraabHOTO cermenTa [ IKA
B obAacta oudyprarnum 40%. Aprepueil, OTBETCTBEH-
HOH 32 HIIeMHIYecKue IpossacHus, npusnana [THA.
BoirroAHsATICH GAAAOHHAS AHTHOIAACTHKA M CTCHTH-
posanne ITHA, Takie HazHagaAmCh SHOKCAIIAPHH Ha-
Tpust 2 MA 11/ K (B Tedenue 3 Aneii), Tukarpeaop 180 mr,
areTuACaAuImAoBasg kucaoTa 100 Mr, mepuHAOIIPHA
2 mr, omenpasoa 20 mr, aropBactaTur 80 Mr B CyTKIL
[NanmenT OBIA OCMOTpEH HE(POAOTOM, B CBA3H C Ha-
PACTAHHEM BBIPAKEHHOCTH IIPOTENHYPHH AO3a ITPEA-
Hu30A0HA ObiAa yBeAndena A0 20 mr/cyr. 26.06.24 r.
IIAITIEHT OBIA BBIITHCAH HA AMOYAATOPHOE ACYEHIE C Pe-
KOMCHAQIIIAME IIPOAOAKHTD IIPOBOAUMYIO TEPAIIHIO.
B uroae 2024 r. nmofBUAKCH OTEKH HOT, IIPU KOHTPOAE
amaamsos 27.07.2024 r. cyrounas nporennypus 10,0 1,
anpOymun 18,7 r/a, xoaectepun 10,5 MMOADB/ A, Kpe-
atuHuH 129 MKMOAB/A; IIPU3HAKH IUIIEPKOATYASILIH
(pubpunoren 8,47 r/a, AUTB 19,4 cex), 01.08.2024 r.
OBIA TOCIIUTAAUSUPOBAH B HE(POAOIIIECKOE OTACAE-
nue I'V3 «Obaacthas kauangeckan 6oAbHuIA» T. Capa-
ToBa. Ko2KHBIE ITOKPOBBI HOPMAABHOI OKPACKHU U BAAK-
HOCTH, B O0AACTH MEAHAABHON AOABIKKH HA ITPABOI
TOACHU ITUTMEHTALINSA U PYOLBI IIOCAE HEKPOCEKBE-
CTPOKTOMHU, OTACAAEMOTO HET, APTEPHAABHOE AABACHIIE
120 1 70 mm pT cT., IyABC 72 B MHH., AuMQaTHIeCKue
y3abr He maAbiupyrotea. YAA 17 B MuHyTY, ABIXaHIE Be-
3UKYAAPHOE HAA BeeMH TOAAMHI AETKHX. CTyA eKEeAHEB-
HEIH, 0(hOPMACHHBIHN, HOPMAABHOI OKPACKH. Y 4UTEIBAS
BO3PACT MAIIHEHTA, IIOBTOPHO IIPOBOAUACHA OHKOIIOHCK,
yOEANTEABHBIX AAHHBIX 32 HAAHYHE HOBOOOPA3OBAHMI
HE IIOAYYEHO, KOAOHOCKOIIHSA HE BBIIOAHAAACH IIO To-
KECTH COCTOAHHA. B cBA3M €O CTEPOMA-UYBCTBHTEAD-
neM BaprarTom OPCI'C poBoAMAack IyAbC-TEpAIIHA
MeTHA-TIpeAHn30A0HOM 110 500 Mr Ne3, yseanuena
AO34 IIEPOPAABHOIO IIPEAHH30AOHA A0 45 Mr/cyT.,
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[unHamunKa nabopaTopHbIX NoKasartenen

The course of changes in laboratory parameters

E.B. [puropeesa, T.IM. Xoxoea, N.A. Kongpawosa

TakuM 00pasoM y HAIIHEHTa OTMEIAAOCH
passutHe TaxeAon Muonatan ¢ OINIT,
HaHOOACE BEPOATHO HHAYLIPOBAHHEIX

MapameTp, HOpMma, ef. u3MepeHusa 19.09.24 24.09.24 03.10.24 COBMCCTHBIM IIPHMEMOM aTOPBACTATHHA
KOK, 26-174 epn/n 823,3 319,7 29 u L[I/IKAOCHOPI/IH’&., npenapaTH OBIAU OT-
KOK-MB, <24 e/ 23 246 222 menensl. Ha doune atom done mHadaro-
T ———— e — e A2AACH TIOAOKHTEABHAA AADOpaTOpHAs
(taba. 1) m KAMHHYECKAH AMHAMUKA!:
ACT, 5-40 ep/n 41,4 40,2 38,3 o
YMEHDIIIEHHE BBHIPAKEHHOCTH MBIIIETHON
a0 L2 i =0 cAADOCTH, MBIIIICIHAA CHAA — 3-4 GarAa
MovuesuHa, 2,5-8,3 mmonb/n 36,6 187 135 BO BCEX KOHEYHOCTSIX, BOCCTAHOBUAACH
MoueBas Kuncnota, 140-360 MKMOb/n 702 544 492 CHOCO6HOCTb K CaMOO6CAy')KI/IBaHI/IIO, OA-
KpeaTtvHuH, 44-124 mkmonb/n 305,7 166,5 141,8 HAKO COXPAHAAOCH TAKEAOE O6OCTpCHI/IC
Kanwui, 3,5-5,5 mmonb/n 4,4 49 4,67 HC(i)pI/ITa.
HaTpwit, 135-148 mmonb/n 131,6 137,4 139,2 [TanuenTy mMAAHEPOBAAOCH HPO-
P EE T y— 11 11 0,85 BEACHHE aHTU-B-KACTOYHOH Tepaliuu,
O6wwit Genok, 66-88 r/n 455 43,9 396 C LIEABIO KOPPEKIIHH AHIHAHOIO 00-
MeHa — BBeAeHHe mHKAucupana. Oa-
AnbbymuH, 35-50 r/n 25,7 224 21,8
HAKO ITO TEXHUYECKUM ITPUYIUHAM IIpe-
CyTouHaa npoTenHypus, r/cyTt 6,2 6,2 13

HapaTbI HC 6I)I/\I/I HA3HAYCHDBI, ITAITUCHT

HasHavaAnch: sHokcarmapun Hatpud 4000 anTr-XA
ME/cyr., dypocemua 80 mr/cyr., ocrasbHas Tepartus
OCTaBAEHA B ITpEKHEM 0ObeMe. B revuernue caeayromux
TPEX HEACAD COXPAHAACH THKEABH HedpOTHICCKUN
CHHAPOM, BBIIOAHAAMCDH Tpancdysun maasmbr Ne 20,
kpearuruH kpoBu 82 MkMoAb/A. C 21.08.24 r. Gbia
nasuaver ukaocriopur 200 mr/cyr. Ha 8 cyrku ot-
MEYaAOCh TIOBbIIIeHHE KpeaTuHUHA A0 300 MKMOAB/ A,
MOUEBHHBI AO 30 MMOAB/ A, MOYEBOI KHCAOTHI KDOBH
A0 636,4 Mxmoab/ A, pacuenennoe kak OITIT 2 cra-
AUH, IIPEAIIOAOKHUTEABHO B PE3YABTATE ITHKAOCIOPH-
HOBOH TOKCHYIHOCTH, OAHAKO YPOBEHD IIHKAOCIIOPUHA
B kposu — 114,3-134,7 ur/ma. Aosa unkaocnopuna
Gb1aa ymenbiiera A0 100 Mr/cyT., KpeaTHHIH CHI3UACH
AO 212 MKMOAB/ A, MOYEBHHA AO 26 MMOAB/ A, MOYEBas
krcaota A0 596 MmxMoab/A. C 09.09.24 r. marmenT OT-
METHA ITOABACHIE CAQOOCTH B MBIIIIIIAX BEPXHUX U HIDK-
HHUX KOHEYHOCTEH, BRIPAKEHHOCTh KOTOPOH HAPACTAAQ,
BIIAOTB AO PE3KOTO OTPAHUYCHHS BO3MOKHOCTH CAMO-
CTOATEABHO IepeABUTaThC 1 0AeBaThCA. 16.09.24 Obia
OCMOTPEH HEBPOAOTOM, AUATHO3: MHEAOIIATHSA HA TPYA-
HOM YpOBHE, HIDKHUI ITaparapes; BeroAnsasacs MPT
roAoBHOro mosra — AauHbIX 32 OHMK He moayueno;
KOMITBIOTEPHAS TOMOrpaus IPYAHOIO OTACAQ IIO-
3BOHOYHHUKA — ACCTPYKTUBHBIX U3MCHEHUH ITO3BOHKOB
He BRIABACHO. AHype3 COXpaHeH, aACKBATEH, OKPACKa
MOYH — COAOMCHHO-KEATasA. BoIpaskeHHAas MbIIICY-
HasA CAADOCTb BO BCEX KOHEYHOCTX: MBIIIICYHAS CHAL
1-2 6aana. Aannere AaDOPATOPHEIX METOAOB HCCACAO-
Barns: KOK — 8233 ea/a, KOPK-MB — 23 ea/a, Tpo-
nound — 0,1 #r/ma (HOpMa — menee 0,5 Hr/MA), Mu-
ornobun — 250 ur/ A, kpearuruH — 305,7 MKMOAB/ A,
MoueBHHA — 36,6 MMOAB/A, MOUYEBasA KHCAOTA —
702 mxmoab/ A, K — 4,38 Mmoan/A, Na—131,6 MMoab/ A,
Ca nonnsnposanusii — 1,1 mvmoan/a, ACT — 41,4 ea/,
ANT —109,9 ea/ A, OAM — 11BET MOYH CBETAO-KEATDIIA.
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IIPOAOAKHA TIPUHIMATD IIPEAHU30AOH

45 mr, dypocemup 80 mr, arernacasn-
nuAoByro kucAaoty 100 mr, Tukarpeaop 90 mr, ome-
npazoa 20 mr, HasHagaAcs aaronypuroa 100 mr/cyr.
K moabpro 2024 r. Opira OTMEYEHA ITOAOKHTEABHAA
AMHAMEKA — YMCHBIIICHHE OTEYHOIO CHHAPOMA, CHIH-
xenne Boipaxennoctu nporennypun (0,5 r/cyr.), mo-
BBHIIIIEHHE aABOYMHIHA 1 0011ero 6eAxa kposu (32,5 r/A
u 50,6 r/A, COOTBETCTBEHHO), HOPMAAN3ALINS KPea-
tuauHa (110 MkMOAB/A), IpOBOAMMAST Tepartus ObIAd
mpopoAxkeHa. [IpH KOHTPOABHOM BHU3HTE B SHBApE
2025 r.: mepudpepHUecKUX OTEKOB HET, OO OEAOK
04 1/ A, anpbymun 42,7 v/, xoaecrepun 7,0 MMOAB/ A,
kpeatuHuH 93,5 MKMOAB/ A, MOYEBAsS KHCAOTA KPOBH
367 MKMOAB/ A, cyrounas uporennypus 0,1 r, A03a
IIPEAHH30AOHA CHIDKEHA AO 25 MI/CyT., OCTaAbHAs Te-
pamusa ocraBAcHa B pekHeM oObeme. [Taanupyercs
BBEACHHE PUTYKCHMA0A.

OGcyxaenue

[IpeAcTaBACHHOE KAMHIYECKOE HADAFOACHHE ACMOH-
CTPHPYET YEPEAY TECHO B3AUMOCBA3AHHBIX HEOAATOIIPH-
ATHBIX cOOBITHH y maruenTa ¢ mepsuauasM PCIC ¢ a-
xeapivm HC. Teuenne nedppura B AcOroTe 3a00A€BaHIA
XapaKTePU30BAAOCH CTEPOUA-UYBCTBHTEABHOCTBIO C OBI-
CTPBIM AOCTHKCHIEM IIOAHOH KAUHHKO-A20OPATOPHOM
pemuccun Ha done monoteparnu I'K n crepona-3a-
BHCHMOCTBIO B AAABHEHIIIEM — PAa3BUTHE OOOCTPEHHA
IIPU ITOIIBITKE CHIKEHUA AO3BI IIPEAHH30AOHA MECHEE
15 mr/cyrkn. Ha chone pasBopaumsarortero oboctpennst
®OCI'C Bo3HHKAA OCTpas HINEMUA MUOKAPAL, KOTOPAs
MOTA2 OBITB OOYCAOBAEHA HECKOABKIMI MEXAHU3MAMH:
TUIIEPKOAIYASIIHEI U BBICOKIM PUCKOM TPOMOOOOPas3o-
BaHMA Ha (DOHE [TOTEPU AHTUTPOMOOTEHHEIX (DAKTOPOB
C MOYOH, 3HAOTEANAABHOI AUCYHKIIIEH Ha (poHe ay-
TOHMMMYHHOI'O BOCIIAACHUSA, AUCAUIIIACMUEH 1 Ap. [16].
Aeduernne VIM mipoBOANAOCH COTAACHO ACHCTBYFOIITUM
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KAUHHYECKHIM PEKOMEHAALIMAM, BKAIOYAs YBEAUYICHHC
AO3BI CTATHHOB AO MaKCHMaAbHOM. Tiukeroe obocTpe-
mue OCI'C ObIAO TOKA3AHIIEM AASl HA3HAYCHIS BEICOKIX
203 I'K n3 pacuera 1 mr/kr (80 mr), oAHAKO yumTbIBas
PAHHHI HOCTI/IH(i)apKTHHﬁ IIEPHOA, AO32 IIPEAHU30-
AoHa OblAa yBeAnmdeHa A0 45 Mr/cyT., 9T0, BO3SMOKHO,
IIOCAYAKHAO IIPHYUHON COXPAHAIOIIEIOCH AKU3HEYIPO-
skarorero HC, B cBA3M ¢ yeM K Ae4eHHIO ObIA AOOABAEH
BTOPOI KOMIIOHEHT UMMYHOCYIIPECCUH — IIUKAOCIIO-
pun. Passusrireecs na atom done OIIIT B mepsyro oue-
PEAB TPAKTOBAAOCH KAK LIUKAOCIIOPHHOBAS TOKCHIHOCTD
U TOABKO IIPU ITOABACHHN KAMHHYECKUX 1 AabOpaTop-
HBIX IIPU3HAKOB IIOBPEIKACHIS MEILIIIT OBIAO PACLICHECHO
KaK ITIPOABACHHUE TAKEAOH CTATHH-HHAYITHPOBAHHOMN
MUOIIATHHI, BO3MOKHO C IAEMEHTAMH PAOAOMUOAH3A.

Coraacuo aanubiM EBpoIIeiickoro Impoekra 1o craH-
Aaprusarnu (peroturos (2014 r.), CBA3AHHBIX CO CTATH-
Hamu, pabAOMUIOAN3 TPAKTYETCS KAK ITOBBIIIICHIIC YPOBHA
K®K 6oaee gem B 10 pas oT BepxHEH IPAHUIIBI HOPMEL
(BI'H) ¢ mpusHakaMu IOYE€IHOH HEAOCTATOYHOCTH
U MBIIICYHBIME CHMITTOMAMY HAH IIOBBIIIICHUE YPOBHA
K®K 60aee uem B 50 pas o1 BepXHEH IPAHUIIEI HOPMBI
[17]. Koncencycuaa ['pynma Espomnetickoro Obmre-
CTBa IO ATEPOCKAEPO3Y IIPEAAArACT PACCMATPUBATH
CAMC xak pabaomuoans mpu nossimenrn KOK 6oaee
40 or BI'H, HaAM<HI MBIIIIEYHBIX CUMIITOMOB U PA3BH-
THH ITOYEIHOH HEAOCTATOYHOCTH HAM MHOTAOOHHYPHH
[18]. Amepuxanckas HarmonaAbnas AummAHas acconu-
artusa (NLA), kpurepun pabAOMIOAH32 — IOBBIIIICHHE
yposusa KOK 6oaee gem B 10 pas or BI'H ¢ npusnakamu
IIOYEYHON HEAOCTATOYHOCTH U MBIIIICYHBIMU CHMIITO-
mamu [19]. Takixe Bce sxcrieprtsr mpusHarot, 1o CAMC
MOTYT IIpoTeKaTs Oe3 nosbirenus yposus KOK, i na-
obopor, nmoseirenue KOK mozxer ormMedaTses pu or-
CYTCTBHHI MBIIIIEYHBIX CHMIITOMOB. B cBfi3n ¢ gem ompe-
AeaeHus KOK moAe3HBI AAT KOAMYECTBEHHOH OLIEHKU
CAMC B KAMHUYECKHX UCIIBITAHMAX, HO MEHEE ITOAE3HEBI
B KAHMHHIYECKOM IIPAKTHUKE, TAC KAMHIYECKUI AHATHO3
CAMC 3aBucHT B IIEPBYIO OYEPEAb OT CYOBEKTUBHOM
kAnHIIeckor onenkn. 1o atam nprannam KOK sas-
AfICTCS HEAOCTATOYHO YYBCTBUTCABHBIM OHOMAPKEPOM
MHOIIATUY, BEI3BAHHON CTATHHAMH, HO B HACTOAIIEE
Bpems ucroassyerca AAf onenkn CAMC us-3a orcyT-
CTBHA APYTHX AOCTYIIHBIX clienurIecKux AadopaTop-
HBIX TecToB [18-23].

Takum 00pa3oM, €CAH PaCCMATPUBATD KAHMHIKO-
AaDOPATOPHBIE IPOABACHHSA Y HAIIETO MAIHECHTA, TO
yposerb KOK ma MmomeHT mccAeAOBaHHA OBIA MeHEE
5 HOpPM, YTO He IIO3BOASIET TPAKTOBATH CUTYALIHIO KaK
pPabAOMHOAN3 B COOTBETCTBYET AMATHO3Y MHOITATHAL
OAHAKO cAeAyeT 0OpaTHTh BHUMAHUE HA CACAVIOIIEE:
1. TsaxecTs KAMHIYIECKHX ITPOABACHUI MHOIATHH —

IIAIMEHT HE MOTI IIEPEABUTATHCA O€3 ITOMOIIU I10-

CTOPOHHHUX, AQKE B IIPEACAAX KPOBATH, U3-32 BEIPA-

KEHHOI MBIIIIEYHOM CAA0OCTH;

2. Vposenb KOK Ob1a nccaeaoBan Ha 25- CyTKI €O AHA

HA3HAYCHHUA NUKAOCIIOPUHA U HA 7-€ CYTKH IIOCAE

pasBuTHA KAMHUKH MuonaTin. CoraacHo AnTEpa-
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TypHBIM AaHHBIM IHK koHueHTpanun KOK B 90%
CAyYaeB IPUXOANTCA Ha 1-3 CyTKH, 9TO, BO3MOKHO,
obbscuser muskne rmokasarean KOK B momenT wmc-
CAEAOBAHHS U HE HCKAIOYAET pabAaomMuoAns [24];

3. Kmomenty nccaepoBanus KOK ncxoanas Ao3a nu-
kaocrropuma (200 Mmr/ CyTKH) ObIAA CHIKCHA B ABA
pasa B casu ¢ paspurueMm Ol marmenT nprmmvan
B TE€YEHHE CACAYIOIIHX 2-X HeAeAb 100 Mmr/ CYTKH,
YTO TAKAKE MOKET OBITH IPHYHMHON HU3KUX 3HAYCHIH
KOK;

4. TloarBepikAcHHEM PAOAOMUOAH3A MOXKET OBITH
He ToAbKO noBeienue yposusa KOK, o u sbias-
ACHHH MHOTAOOMHEMUH ¥/UAM MUOTAOOHHYPHU
¢ passurueM OIIIl, 9ro ormMedasoch y HaIrero
narenTa. MIrorAo61H — KHCAOPOA-CBA3BIBAFOIIIII
0EAOK MaAOTO pas3Mepa, COACPIKAIIUICH B CKEACTHBIX
U CEPACYHOH MBIIIIIAX, YPOBEHD IIOBBIIIEHUA MHO-
TAODHHA KOPPEAHPYET C PA3MEPOM OYara HEKPO3a
[22, 23],

5. B mpeAcTaBAEHHOM KAMHHYECKOM HAOAFOACHHH
MOTAO OBITh HeCKOABKO mpuyuH passurus OI1I1
(TKeABIH HePPOTUIECKUIT CHHAPOM, IIEPEHECEH-
ueiii VIM m Ap.), OAHAKO OHU HE IIPUBOAHAH K €TI0
Pa3BHTHIO A0 Ha3HAYEHUSA IHKAOCIopuHA. 1 cama
poab mukaocrioprna B passutrn Ol BosmozxHa,
HO OHa He OBIAA PEIIAIOIICH, TAK KAK IIPU HEOAHO-
KPaTHOM HUCCAEAOBAHHH KOHIIEHTPAIIUS ITHKAOCITO-
puna B kpoBu He pessiara 134,7 ur/ma. B cassu
C yeM, Ha HAII B3TAAA, BO3MOKHO TpakroBaTe OITI1
KAK CACACTBHE, B TOM YHCAE, PAOAOMHOAN3A;

0. B marrem HaOAIOACHHU y IIAIHEHTA OTMEYAAACD BbI-
paKEHHAsA MBIIIICIHAA CAADOCTD, HO OTCYTCTBOBAAM
MBIIIIeYHbIe D0AM 1 3HaYMMOe TToBbrenne KOK,
YTO, BO3MOKHO, OOYCAOBACHO IIPHEMOM BBICOKHX
A03 I'K. B Aureparype oTCyTCTBYET OIMICAHUE KAI-
HUYECKUX CAYYACB CTATHH-ACCOLHHPOBAHHOIO pad-
Asomuoansa Ha done Teparmn I'K;

7. BepHOCTD IPEAITOAOKEHHA ACKAPCTBEHHO-IHAY-
nuposanaon muonatnu u OITIT moarsepxaaeT
00paTHOE Pa3BUTHEM CHMITTOMOB Ha (DOHE OTMEHBI
IIpEIIapaToB.

Takum 0O6pasomM, HECMOTPs Ha OTCYTCTBHE HEAOCTA-
FOIIETO KPUTEPUS PAOAOMHOAN3A — BHIPAKEHHOE I10-
Boitenne KOK, 0OAHO3HAYHO HEAB3SI HCKAIOYUTD €0
pasBuTHE.

B pamxax paccMOTpEHSA HAIIIETO KAUHITIECKOTO CAY-
9as MBI TAKAKE H3YIHAH APYTHE BO3MOKHBIC IIPHIIHEL
passurus CAMC. CoraacHO AAHHBIM AHTEPATYPEL, PUCK
passurist CAMC BospacraeT IIpi OAHOBPEMEHHOM IIPH-
menennn naruouTopos I MI-KoA-peayxraser ¢ dpubpa-
TAMH, MAKPOAHAHBIMI AHTHOHOTHKAME, 430 ABHBIMI
IIPOTUBOIPUOKOBBIMU H AHTHPETPOBUPYCHBIMU IIPE-
naparamn, OAOKATOPAMHU KAABIIHEBBIX KAHAAOB U AD.,
KOTOPEIE CIIOCOOHEL, TAKIKE KAK [IMKAOCIIOPUH, HHIHOH-
poBats CYP3A4, 410 IPUBOANT K IIOBBIIIEHNIO YPOBHA
u/uau 5ppeKTa CTaTHHOB (ATOPBACTATHH, CHMBACTATHH
1 AOBACTATHH) U PA3BUTHIO HEKEAATEABHBIX 3(D(peKTOB

[15, 25, 26]
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DAyBCTATHH, PO3YBACTATHH H ITNTABACTATUH IIpe-
HMYIIECTBEHHO METADOAUSHPYIOTCA H30(DEPMEHTOM
CYP2CY. Murnburopamn CYP2CY aBasroTca aMuoAa-
poH, daykoHazoa u cyabdadenasoa [27].

Kpowme toro, B marorenese paspurus CAMC 1 06b-
ACHEHUN HHAMBUAYAABHBIX Pa3AHYNN B IIEPEHOCH-
MOCTH CTATHHOB MOKET HIPATh POAb I'€HETHICCKUIT
ITOAMMOPH3M, CBA3AHHBEIH ¢ MeTabOAN3MOM 1 dap-
MAaKOKHHETHKOH CTaTHHOB. KAIOYEBBIMI reHAMH ABASA-
rorcd nuToxpomsr P450; mepeHocunka aA€HO3UHTPH-
docdar-cpaseBaromux kaccer (ABC), B wacrHOCTH
ABCB1 u ABCG2; opranndeckrne aHIOH-TPAHCIIOP-
tepsl (OAT): HamOoAee N3YICHHEIM SBASCTCS BAUAHIC
rera SLCO1B1, koTopsrif oTBeYaeT 32 AKTHBHOCTD
OATP1B1 [19]. B cBssu ¢ gem myranun reHos, 00y-
CAABAMBAIOIINE 3AMEAACHIE METAOOAM3MA CTATHHOB,
MOTYT IIPUBECTH K IOBBIIIEHNIO UX KOHIICHTPAIIUH
B ITAA3M€ KPOBH U, CACAOBATEABHO, K DOACE BEICOKOMY
pucky mobounsx adpdekros [28]. [Torumopdusmsr
reroB depmentoB CYP Moryr BAMATH Ha TAKECTH
MBIIIICYHON TOKCHYHOCTH CTATHHOB, HO CBSI3b MEKAY
Humu ocraercsa Heonpeaeaennown [29, 30| Cemeiicrso
tpaucnoprepos ABC asaserca efflux-rpancrioprepamu,
OTBEYAIOIIUMH 32 SKCKPEIIUIO CTATHHOB U3 IICYCHU.
Ha dapmakoknnernky i papMaKOAHHAMEKY CTATHHOB
HAHOOABITICE BAMAHIE MOTYT OKA3BIBATH TPAHCIIOPTEPHI
ABCB1 u ABCG2. [Ipn mapyrieHnax ux OyHKIIHOHH-
pOBaHIA, MOKET HADAIOAATBCH YBEAHUCHUE KCITO3H-
LUK CHMBACTATHHA, PO3YBACTATHHA W ATOPBACTATHHA.
Takike OBIAO OTMEYEHO, YTO § HOCHTEACH BAPUAHTOB
regoruna TT mykaeoruaa 1236T OP 4,5 perucrpupo-
BaAoce nossitenne ypopasa KOK 6oaee 3 Hopm mpn
npumenenun cratuHos. ABCB1, uarnbupyerca ammu-
OAAPOHOM, HH(EAHIIHHOM, BEPAITAMHUAOM, KAAPHTPO-
MUIITHOM, SPHTPOMHUIIIHOM, IIHKAOCIIOPHHOM, XAOP-
IIPOMA3HHOM, ITPOIIAPEHOHOM U HEKOTOPBIMHI APYTHAMH
AEKAPCTBEHHBIMHU BEIIIECTBAMH, YTO MOZKET CIIOCOOCTBO-
BATP IOBBIIICHIIO KOHIICHTPAIIHMH CTATHHOB B KPOBH
(26, 31].

OAT ssasrores influx-rpancroprepamu, oTBedaro-
IIIAMH 34 32XBAT U IEPEHOC CTATUHOB BHYTPD ICIATO-
muros. I'ennerit moaumopdusm cemeiicrsa OAT mosker
OKa3bIBATh BAHAHHE HA YPOBEHDb 1 3(D(DEKT CTATHHOB.
[ToAnmophH3MEL B TeHE TIEPEHOCYHKA OPraHIYCCKIX
aanoHoB SLCO1B1, nmo-suanmomy, ABASIOTCA OAHUM

WHdopmupoBaHHoe cornacue:

E.B. [puropeesa, T.IM. Xoxoea, N.A. Kongpawosa

13 OCHOBHBIX I'€HETHYECKUX (DAKTOPOB PHCKA Pa3BU-
THA CTATHH-ACCOIMHMPOBAHHON Muonatuu [32, 33].
bsrao nokasano, uro SLCO1B1 urpaer Basuyro poasb
B PUCKE Pa3BUTHA MHOIIATHH, BEI3BAHHON CHMBACTA-
THHOM, ITOCA€ IIOBBIIIIEHHUA YPOBHSA CTATHHA B IIAA3ME
KPOBH, HO HE BAUAET HA IIEPEHOCUMOCTD ATOPBACTATHHA
u posysactaruna [19]. Bee craruner, kpome daysacra-
tuHa, aBAftoTcs cyocrparamu OATP1B1. [ukaocmo-
pun mozker uaraouposats OATP1B1, wro, B cogerarmu
¢ naruouposanrem CYP3A4, 4ro cr1ocoOHO IPUBOANTS
K YBEAHYCHUIO KOHIICHTPALIHH CTATUHOB B KpoBH. [ Ipu
IIpueMe aMHOAAPOHA, AMAOAMIINHA HAH PAHOAA3MHA
PEKOMEHAYETCH CHIKEHUE AO3BI CUMBACTATHHA MCHEE
40 Mr/cyTKn, IpH IIpHEME BEPAIIAMUAL F AUATHA3EMA —

menee 20 mr/cyrkn [34].
BriBoaAbI

CAMC — manboAaee pacrpocTpaHeHHbIe ITOOOYHBIE
3 PEeKTHI, AUKTYIOIIHE HEOOXOAUMOCTD IIPEKPAITICHIA
Aceuennd cratuaamu. [larorenes passurus CAMC caomx-
HBII 1 MHOTO(DAKTOPHBIH, YTO TPEOYET AAABHEHIIEro
U3YUICHIA, BRIABACHUA HOBBIX OOACE IYBCTBUTEABHBIX
MapKepOB, IIKAA 1/UAM HHACKCOB. BeposTHOCTD pas-
st CAMC Bospacraer mpu HAAMYHH IIPEAUKTOPOB,
OAMH 13 HUX — IIPUEM ACKAPCTBEHHBIX IIPEITAPATOB,
CHITKAFOIIIX KAMPEHC CTATHHOB U ITOBBIIIAFOIINX PHCK
pasBuTuA ux TokcuaHocTH. [IpeacraBaernnoe KAMHIYE-
CKOe HaOAIOACHHE AEMOHCTPHPYET Pa3sBUTHE CTATHH-
accormuposannoi muomarun ¢ OINIT Ha done coue-
TAHHOTO IIPHMEHEHHA ATOPBACTATIHA F IIHKAOCITOPHUHA
y manuenTa c TsuxeAbM obocrpernem PCI'C u mepe-
HeceHHBIM VIM. VanTeisas oTCyTCTBHE IPU3HAKOB MU-
omaTuu Ha (POHE HCXOAHOTO IIPHEMa ATOPBACTATHHA,
ee pasBuTHE OBIAO OOYCAOBAECHO OAHOBPEMEHHBIM IIPH-
€MOM aTOpBACTATHHA U IHKAOcropuHa. Hasnauenne
0DOHX IIPEIIapaToB B AAHHOM CAy4Yae OBIAO OOOCHOBAHO
PA3BUTHEM ABYX KU3HEYIPOKAFOIINX B3AUMOOTATOIIA-
IOINUX 3a00AEBAHU.

[puHIMas BO BHEMAHIE POCT YHCA2 KOMOPOMAHBIX
HAITMEHTOB, 0DOCHOBAHHYIO HEOOXOAMMOCTH ITOAUIIPAr-
Ma3HH, IPH BEIOOPE TEPAITHH CACAYET YIUTHIBATH BO3-
MOYKHBIC B3AUMOACHCTBHA ACKAPCTBEHHBIX IIPEIIAPATOB
U CBOCBPEMEHHO ITPEAOTBPAIIATH PA3BHTHE HEKEAA-
TEABHBIX 9(D(DEKTOB.

[Mofry4eHo MHMOPMMPOBAHHOE Corflacue naumeHTa Ha nyeamKaLmio KNMHUYECKOM MHADOPMaLIMM 1 N30DpaxeHNIA.

Informed consent:

Informed patient consent for publication of clinical information and images was obtained.

UcTouHuk huHaHCUpPOBaHUS:

ABTOpr 3asBNAOT 00 OTCYTCTBMW BHELLHETO d)VIHaHCI/IpOBaHI/Iﬂ.

Funding source:

The study was performed without external funding.

2006 Hedponorua m gnanus - T. 27, N2 2 2025



ﬂeKGpCTBeHHO-HHLI,YLLMPOBCIHHO?I mnonaTua € OCTPbIM NOYEYHBIM NOBPEXAEHNEM (KJ'IMHMLIGCKOG HCI6J'1IOJ1€HMe)

KoHdnuKT uHTepecos:
ABTOpSbI 3a5BNSOT 06 OTCYTCTBUM KOHDIUKTA MHTEPECOB.

Conflict of interests:
The authors declare no conflict of interest.

Bknap, aBTOpOB:

HabnioneHus 13 npakmku

FEB — obLas koHuenuus paboTbl, COOP KIMHUYECKMX M NabOpaTOpHbIX AaHHbIX OKOHYaTENbHOE pefakTnpoBaHue pykonucu. XTI — cbop
1 0bpaboTtka maTtepvana, HanvncaHve ctatbn. KA — cbop n obpabotka matepuana.

Author's contribution:

GEV - general concept of the work, collection and processing of clinical and laboratory data, final editing of manuscript. ZhTP — collection and
processing of material, writing of manuscript. KIA — collection and processing of materials.

WHdopmauus 06 aBTopax:

puropbeBa EneHa BayecnaBoBHa — kaH. MeA. Hayk, AOLEHT kadefpbl rocnuTanbHoM Tepanumn neyebHoro dakynsteta ®rEQY BO «Ca-
patosckuit MY um. B.A. Pagymosckoro» M3 P®; https://orcid.org/0000-0001-6064-560X, e-mail: lek133@yandex.ru;

Yoxoea Taucus lNasnoBHa — CTyaeHTKa 6 Kypca fedebHoro dakynsteta rBOY BO «Capatosckuii MY um. B.V. Pasymosckoro» M3 P®;
https://orcid.org/0009-0004-6048-8092, e-mail: zhokhova2001@mail.ru;

Konppawoga MpuHa AHuppeeBHa — cTyaeHTka 6 kypca nevebHoro dakynsteta ®rbOY BO «Capatosckuii TMY um. B.W. Pasymosckoroy
M3 P®; https://orcid.org/0009-0009-6267-6886, e-mail: dolgasheva.irina@mail.ru.

Author’s information:

Grigoryeva Elena Vyacheslavovna, https:/orcid.org/0000-0001-6064-560X, email: lek133@yandex.ru;
Zhokhova Taisiia Pavlovna, https://orcid.org/0009-0004-6048-8092, e-mail: zhokhova2001@mail.ru;
Kondrashova Irina Andreevna, https://orcid.org/0009-0009-6267-6886, e-mail: dolgasheva.irina@mail.ru.

VicxoaHble AaHHble MOryT GbITb MPEAOCTABNEHbI MO apryMEeHTMPOBaHHOMY 3anpocy, HanpaBneHHOMY aBTOpY, OTBETCTBEHHOMY 3a MEPEnmckKy.

The raw data can be provided upon a reasoned request sent to the corresponding author.

Crucok auTeparypsl

1. 2Kummnurosa AM «HoBbie» cTaTHHBI — HOBBIC BO3MOK-
HOCTH AAfL Bpava u manumenra. PMIK. 2011;29:1832. [Zhit-
nikova LM «New» statins — new opporttunities for the doctor
and the patient. RMJ. 2011; 29:1832] (In Russian).

2. Eeanan PA Craruusl B nepBUYHON mpoduAakTHKe
HIIEeMITYeCKOl OoAesHE cepata (0030p). [TpodurakTideckas
meantmaa. 2013;16(3):37-43. [Eganyan RA Statins in the primary
prevention of coronary heart disease (a review). Preventive Medi-
cine. 2013;16(3):37-43.] (In Russian).

3. Kaseunuxos BC, Cepetpaxosa BH, Tpybavesa 1A
Yacrora U IIPEAUKTOPSHI IIPUEMA CTATUHOB B OOIIEH HOIYAALIN
TPYAOCIIOCOOHOTO BO3PACTA. POCCHICKHIT KAPATOAOTITIECKII
aypHas. 2020;25(6):3920. [Kaveshnikov 1S, Serebryakova 17N,
Trubacheva LA Prevalence and predictors of statin therapy in the
general working-age population. Russian Journal of Cardiology.
2020;25(6):3920] DOL: 10.15829/1560-4071-2020-3920 (In Rus-
sian).

4. Newman CB, Preiss D, Tobert |A et al Statin Safety and
Associated Adverse Events: A Scientific Statement From the
American Heart Association. Arterioscler Thromb Vasc Biol.
2019;39(2):38-81. DOL: 10.1161/ATV.0000000000000073.

5. Keltz B, Khan FY, Mann G Rhbabdonzyolysis. The role of
diagnostic and prognostic factors. Muscles Ligaments Tendons
J. 2019;3(4):303. DO1:10.32098/mlt}.04.2013.11.

6. Catapano AL, Graham I, De Backer G et al 2016 ESC/
EAS Guidelines for the Management of Dyslipidaemias. Eu-
ropean Heart Journal. 2016;37(39):1790-1791. DOI:10.1093/
curheartj/ehr158.

7. Cmuprosa MA, Azees T Crarumsr — crapsie Mudsr
u HoBeie pakter. PMUK. 2017;20:1421-1428. [Swirnova MD,
Ageev FT Statins — old myths and new facts. RMJ. 2017;20:1421—
1428.] (In Russian).

8. Safitri N, Alaina MF; Pitaloka DAE, Abdulah R. A Nar-
rative Review of Statin-Induced Rhabdomyolysis: Molecular
Mechanism, Risk Factors, and Management. Drug Healthc Patient
Saf. 2021;13:211-219 DOTI: 10.2147/DHPS.S333738.

9. Schech S, Grabam D, Staffa et al Risk factors for statin-
associated rhabdomyolysis. Pharmacoepidemiol Drug Saf.
2007;16(3):352-358. DOL 10.1002/pds.1287.

10. Risnet.ru [Internet]. Unkaocnopun (Cyclsporinum)
onmcanue. AOCTYIIHO 10 ccbiAke: https:/ /wwwitlsnet.ru/active-
substance/ ciklospotin-679?ysclid=m5nnc8mb2b799821569. Aara
obparrenns 9 susaps 2025. [Risnet.ru [Internet]. Cyclosporine (Cy-
clsporinum) description. Available at: https://www.tlsnet.ru/ac-
tive-substance/ ciklospotin-679?ysclid=m5nnc8mb2b799821569.
Accesessed January 9, 2025.] (In Russian).

11. Cyupros AB, Tpogpumerio 1M I lpaxrrdeckie BOIpOCEH
LIPHUMCHCHHUA [[HKAOCIOPUHA B ACYCHUH TAOMCPYAOIATHUIL.
Hedpoaorus. 2010; 14(4):96-102. [Smzirnov AV, Trofimenko 11
Practical issues of cyclosporine in the treatment of glomeru-
lopathy. Nephrology (Saint-Petersburg). 2010;14(4):96-102.] DOL
10.24884/1561-6274-2010-14-4-96-102 (In Russian).

12. I'apanan AL, Asaean AB luxkaocopus A B aepma-
TOAOTHH. POCCHIICKIIT KyPHAA KOKHBIX I BEHEPIUECKIX OOAE3-
ueit. 2014;17(5):8-16. [Garanyan LG, Avagyan DV Cyclosporine
A in dermatology. Russian Journal of Skin and Venereal Dis-

Hedponorua u guanus - T. 27, N2 2 2025 207



HabnioneHus 3 npaktku

eases. — 2014;18(5):8-16.] DOL: 10.17816/dv36886 (In Russian).

13. Tpemeax EB, Egpemos F1H, Patyesa AA, Cyuxos CB.
TpaAUIIHOHHEE CXEMEl TEPAIIMH AYTOMMMYHHEIX YBEHTOB
C HCIIOAB30BAHUEM IIPEIIAPATOB [IIUPOKOTO CIIEKTPA ACHCTBEIS.
PMIK. Kaunnueckas oprassmoaorus. 2002;3(5):169-172.
[Tretyak EB, Efremov IN, Ryabtseva AA, Suchkov S Traditional
schemes in therapy of autoimmune uveitis using preparations
with a broad spectrum of activity. RM]J. Clinical ophtalmology.
2002;3(5):169-172.] (In Russian).

14. Lennernds H Clinical pharmacokinetics of atorv-
astatin. Clin Pharmacokinet. 2003;42(13):1141-60. DOL:
10.2165/00003088-200342130-00005.

15. Maxcamosa AP, Thaeymaesa PE OmacHelie 1 HexeAaTEAD-
HBIE MEKACKAPCTBEHHbIC B3AUMOACHCTBHS CTATHHOB § OOABHBIX
KapPAHOBACKYASPHOIT mmatororun. Hayka i sapaBooxpaneHme.
20195(2):55-66. [Makhatova AR, Tuleutaeva RE Dangerous and
undesirable drug interactions of statins in patients with cardiovas-
cular disease. Nauka i Zdravookhranenie [Science & Healthcare].
2019;(2):55-66.] DOI: 10.34689/SH.2019.21.2.006 (In Russian).

16. Wolf O, Didier R, Chagué F Nephrotic syndrome and
acute coronary syndrome in children, teenagers and young adults:
Systematic literature review. Arch Cardiovasc Dis. 2023;116(5):282-
290. DOI: 10.1016/j.acvd.2023.03.002.

17. Alfirevic A, Neely D, Armitage | et al Phenotype Standard-
ization for Statin-Induced Myotoxicity. Clinical pharmacology and
therapeutics. 2014; 96(4): 470-476. DOI:10.1038/clpt.2014.121

18. Stroes ES, Thompson PD, Corsini A et al Statin-associated
muscle symptoms: Impact on statin therapy — European Athero-
sclerosis Society Consensus Panel Statement on Assessment,
Aetiology and Management. Eur. Heart ]. 2015; 36: 1012-1022.
DOI:10.1093/ curheartj/ehv043

19. Vinei P, Panizon E, Tosoni LM et al Statin-Associated
Myopathy: Emphasis on Mechanisms and Targeted Therapy. Int.
J- Mol. Sci. 2021; 22(21), 11687. DOIL: 10.3390/1jms222111687

20. Thompson PD, Panza G, Zaleski A et al Statin-associated
sode effects. J. Am. Coll. Catdiol. 2016; 67(20): 2395-2410. DOL:
10.1016/j.jacc.2016.02.071

21. Pasternak RC, Smith SC, Bairey-Merz C et al ACC/
AHA/NHLBI clinical advisory on the use and safety of statins.
J. Am. Coll. Cardiol. 2002; 40: 567-572. DOT: 10.1016/s0735-
1097(02)02030-2.

22. Rosenson RS, Baker SK, Jacobson T el al An assessment by
the Statin Muscle Safety Task Force: 2014 update. J. Clin. Lipidol.
2014, 8: 58-71. DOTI: 10.1016/j.jacl.2014.03.004.

23. latan I, Mancini GBJ, Yeoh E et al Statin associated mus-
cle symptoms (SAMS): strategies for prevention, assessment and

208 Hedponoruan gnanuz - T. 27, N2 2 2025

E.B. [puropeesa, T.IM. Xoxoea, N.A. Kongpawosa

management. Expert Review of Cardiovascular Therapy. 2023;
21(6): 423-435. DOI: 10.1080/14779072.2023.2215982

24. Simpson |P, Taylor A, Sudban N et al Rhabdomyolysis
and acute kidney injury: creatine kinase as a prognostic marker
and validation of the McMahon Scote in a 10-year cohort: A ret-
rospective observational evaluation. Eur ] Anaesthesiol. 2016;
33(12):906-912. DOT: 10.1097/EJA.0000000000000490.

25. Omar MA, Wilson JP, Cox TS Rhabdomyolysis
and HMG-CoA reductase inhibitors. Ann Pharmacother.
2001;35(9):1096-107. DOT: 10.1345/aph.10228.

26. Aeorosa MB, I aiicerox OB, and Aeoros AC Papmako-
I'CHETHKA CTATHHOB: POAb IIOAMMOP(U3MOB MCTaOO AUBHPYIOIIAX
depmerTos u Tparcmoprepos. Consilium Medicum. 2018;
20(10):20-28. [Leonova MV, Gaysenok OV, Leonov AS Statins
pharmacogenetics: metabolizing enzymes and transporters poly-
morphisms role Consilium Medicum. 2018; 20(10):20-28.] DOL:
10.26442/2075-1753_2018.10.20-28(In Russian)

27. Van Booven D, Marsh S, McLeod H et al Cytochrome
P450 2C9-CYP2C9. Pharmacogenetics and genomics. 2010;
20(4): 277-281. DOI:10.1097/ FPC.0b013¢3283349¢84

28. Gluba-Brzozka A, Franczyk B, Toth PP et al Molecular
mechanisms of statin intolerance. Archives of Medical Science.
2016;12(3):645-658. doi:10.5114 /a0ms.2016.59938.

29. Dobfkin BH Underappreciated statin-induced myopathic
weakness causes disability. Neurorehabilit. Neural Repair. 2005;
19: 259-263. DOIL: 10.1177/1545968305277167

30. Wilke RA, Moore ], Burmester JK Relative impact of
CYP3A genotype and concomitant medication on the severity
of atorvastatin-induced muscle damage. Pharm. Genom. 2005,
15(6): 415-421. DOI: 10.1097/01213011-200506000-00007

31. Srivalli KMR, Lakshmi PK Overview of P-glycoprotein
inhibitors: a rational outlook. Brazilian Journal of Pharma-
ceutical Sciences. 2012; 48(3):353-367. DOI: 10.1590/S51984-
82502012000300002

32. Phillips PS, Haas RH Statin myopathy as a metabolic
muscle disease. Expert Rev. Cardiovasc. Thet. 2008; 6: 971-978.
DOI: 10.1586/14779072.6.7.971

33. Canestaro W, Austin MA, Thummel KE Genetic fac-
tors affecting statin concentrations and subsequent myopathy:
A HuGENet systematic review. Genet. Med. 2014; 16: 810-819.
DOI: 10.1038/¢im.2014.41

34. Wilke RA, Ramsey LB, Johnson SG et al The clinical
pharmacogenomics implementation consortium: CPIC guideline
for SLCO1B1 and simvastatin-induced myopathy. Clinical phat-
macology and therapeutics. 2012; 92(1): 112-117. DOI 10.1038/
clpt.2012.57

[ara nonyyenus cratsm: 12.03.2025
Hata npursitis k nevar: 04.05.2025
Submitted: 12.03.2025
Accepted: 04.05.2025



[ucbMo B pepakumio

DOI: 10.28996/2618-9801-2025-2-209-212

ObHoenexne komnnekca crangaptos 1ISO 23500
«[logrotoeka xugkocten gna remogmanmsa

M COMYTCTBYIOLLLEN TEPANUMY.

Bona onsg remopnanusa

B.b. CMupHoB
AO «HINK MEOUAHA-®UJIbTP», 105318, MockBa, Tkalkas yn., 4.1 Poccuniickas ®egepayns

Dnsa yutuposanms: CmupHoB B.b. O6bHoBneHne komnnekca craHgaptoB I1SO 23500 «[oprotoBka XMAKOCTENM ANs remofuanvaa
1 comyTCTBYHOLEN Tepanuuy. Boga ansa remoguanusa. Hedpponorus u gnanus. 2025. 27(2):209-212. doi: 10.28996/2618-9801-2025-
2-209-212

Update of the ISO 23500 set of standards “Preparation and
quality management of fluids for hemodialysis and related
therapy” . Water for hemodialysis

V.B. Smirnov
NPK MEDIANA-FILTER JSC, 1, Tkatskaya str., Moscow, 105318, Russian Federation

For citation: Smirnov V.B. Update of the ISO 23500 set of standards “Preparation and quality management of fluids for hemodialysis
and related therapy”. Water for hemodialysis. Nephrology and Dialysis. 2025. 27(2):209-212. doi: 10.28996/2618-9801-2025-2-209-
212

Pesrome

B craree paccMoTpeHBI H3MEHEHNA B ONyOAMKOBAaHHOM cepun craHAapToB ISO 23500 (International
Organisation for Standartisation), yreep>xaeHHbIX B 2024 roay. IlpuBeaeHa KpaTkas HCTOpAYECKAsA CIPABKA
9BOAFOIIMY ITOU cepuu CTaHAAPTOB. BriepBrie cranaaprsr ISO eannoii cepun 23500 BBeaens: B 2019 roay,
B 2021 roay ObIAM yTBEPIKAEHBI X IIEPeBOABI Ha pycckuii a3bik B Buae OCT P ICO 23500 1-5-2021.

B AOmIOAHHMTEABHBIX MATEPHAAAX K CTATHE IIPEACTABACHBI TPEOOBAHNUA K BOAE AA AMAAM3A CO CTOPOHBI
APYTHX HOPMATHBHBIX AOKYMEHTOB U TPeOOBaHMUA K COCTABY 000PYAOBAHMA BOAOIIOATOTOBKHY. M3A00KeH
WH>KEHEPHBIN ITIOAXOA 110 OTHECEHHUIO 000PYAOBAHMA AAA TIOAYYEHHA BOABI AAA TEMOAMAAN3A K MEAUIIIH-
CKHM HU3ACAHAM, YKA3aHO, YTO XpaHEHHE BOABI AAf TeMoanaau3a (BAI) aBadeTca KpUTHIECKOU CTAAUEH,
HapAAy ¢ cucremoii nosydyeHnusa BAT', koropsie BauaroT Ha kauectBo BAIL'. Ilpuseaen crmcok o6opyao-
BaHUsA, KOTOPOE AOAYKHO BXOAUTH B COCTAB CUCTEMBI BOAOIIOATOTOBKH AAs AMasm3a. O6cyxaaercsa Bopoc
MEAUITMHCKOM II€AN IPIMEHEHMA, KAK KPUTEPHA OTHECEHHUA 000PYAOBAHMA K MEAUIIMHCKUM U3AEAMAM
(MH). ITpeasorKeH IMOAXOA OTHECEHHA CHCTEM BOAOIOATOTOBKH AAdA mmoAydenuAa BAI' k MU coraacHo
T'OCT P 23500, KOTOpPBIii 3aKAIOYAETCA B BHIACACHUU ABYX BHAOB BOAOIIOATOTOBHUTEABHOIO 000pPyAOBa-
HHA: KOMITAKTHOTO 000PYAOBaHMA, HE TPEOYIOIIEro IIpoeCcCHOHAABHOIO TEXHUYECKOT0 00CAY>KUBAHMA,
KOTOPOE MOXKET 3KCIIAYATUPOBATHCA B AOMAIIHHUX YCAOBHUAX MAU B YCAOBHAX 3KCTPEHHOI'O AMAAM3A AAS
obecrieyeHIA THAMBUAYAABHOIO AUAAN32 (MEAUITMHCKOE M3AEANIE) M BTOPOJ BUA 3TO — HHIKEHEPHOE 000-
PyAOBaHHE, KOTOpOE 00€eCIIeunBaeT BOAOI 50Aee ABYX IAIIEHTOB, 00€CIIeYnBasd AAUTEABHOE ¥ HAAEIKHOE
nosyuenne 60apmux 06bémoB BAI™ 1 TpeGyromee nmpogecCHOHAABHOTO TEXHUYECKOTO 00CAY>KUBAHMA.
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Abstract

The article reviews the updates introduced in the 2024 edition of the ISO 23500 standards (International
Organization for Standardization), proving a historical overview of the evolution of this standard series.
Originally published in 2019, the ISO 23500 series of standards was officially translated into Russian and
approved as GOST R ISO 235001-5-2021.

The supplementary materials outline the requirements for dialysis water set in other regulatory
documents, as well as technical specification for water treatment equipment. The article emphasizes that
the storage phase of water for hemodialysis (WHD), alongside its production system, plays a critical role
in maintaining WHD quality. It presents a detailed list of essential equipment components for dialysis
water treatment systems. Additionally, the article discusses the role of medical purpose as a key criterion
in classifying water treatment equipment as medical devices (MD). A two-tiered classification approach
is proposed. The first type is compact units with easily replaceable consumables that do not require
professional maintenance. These are suitable for home use or emergency dialysis situations, providing
individual dialysis (considered medical device). The second type —large-scale engineering systems designed
to supply more than two patients, ensuring continuous, high-volume delivery of WFD and requiring
professional technical maintenance.

Key words: water for dialysis, water treatment equipment for dialysis, medical device

B npuBeaenHOM cOOOITIEHIN H3AOKEHBI H3MEHEHHA OOHOBAEHHOIT ceprn craHAapToB ISO 23500 (International
Organisation for Standardisation), Beirrearnx 8 2024 roay. [IpuBeaena kpaTkast HCTOPHYECKAs CIIPABKA SBOAFOLIIH
3TOI cepuH CTAHAAPTOB. VI3A0KeHBI COOOpAZKEHNS 10 OTHECEHNIO OOOPYAOBAHUA AAA IIOAYIEHUA BOABI AASl TEMO-
AMAAN32 K MEAUITHCKIM U3ACAUAM. B AOTIOAHHTEABHEIX MaTEPHAAAX ITPEACTABACHEI TPEOOBAHUA K BOAC AASl TEMO-
AMAAN3a CO CTOPOHBI APYTHX HOPMATUBHBIX AOKYMEHTOB I TPEOOBAHUA K COCTABY 0OOPYAOBAHHUSA BOAOIIOATOTOBKL

This presentation outlines the changes of the updated ISO 23500 (International Organization for Standardization)
series of standards to be released in 2024. A brief historical overview of the evolution of this series of standards
is provided. It presents considerations for classifying hemodialysis water equipment as medical devices. Additional
material presents requirements for hemodialysis water from other regulations and requirements for the composition

of water treatment equipment.

Boaa aas remoamasunsza (BAIL) u comyrersyromeit
Teparmun (BOAA AAl AMAAH32) — 9TO BOAQ, ITPOIICALIIASA
00paboTKy B cooTBEeTCTBUU C TpeOoBaHuaAMu [1-3]
U IIPUTOAHASA AAAl HCITOAB30BAHISA B CHCTEMAX TEMOAH-
aAn3a, BKAFOUas IIPUTOTOBAECHUE AUAAUSHOM KHAKOCTH,
OTMBIBKY AHAAH3ATOPA, IIPUTOTOBACHIE KOHIIEHTPATOB
U IPUTOTOBAEHHE 3AMEIIAIOIIEH KUAKOCTH AAS KOH-
BEKTUBHBIX METOAOB ACUYCHHUSA B pexknme oHAaMH. Kom-
IIAEKC CTAHAAPTOB |1-5] mpeAocTaBAseT IIOAB30OBATEAAM
PYKOBOACTBO 110 OOPAIIIEHHUIO C BOAOH AAAl TEMOAHAATI3A
U KOHIICHTPATAMH, 4 TAKAKE IT0 IPOU3BOACTBY M KOH-
TPOAIO KAYECTBA AMAAU3HON KUAKOCTH, HCIIOAB3Ye-
MOH AAfl reMoAmaAnsa. HeoOxoammocts Takoro pyko-
BOACTBA ODYCAOBACHA KPHTHYECKOH POABIO Ka4eCTBA
AMAAM3HON KUAKOCTA B 00ECIIEYEHUU OE30IIACHOIO
1 3 HEKTHBHOIO FEMOANAAN3A, 4 TAKKE TIPU3HAHIEM
TOTO, YTO KAYECTBO AMAAM3HOM KUAKOCTH HAXOAHTCA
IIOA HEIIPEPBIBHBIM KOHTPOAEM MEAHITHHCKHIX PAOOTHH-
KOB, ITPOBOASAIIINX AHAAN3 TIOA PYKOBOACTBOM I'AABHOTO
Bpadva, IOCAECAHEE TPEOOBAHIE IIPUBEACHO BO BBEACHHII
K [2].

Bnepsrie cramaaprer ISO eannoit cepun 23500 BBe-
Aerel B 2019 roay. Panee cranaapTer ObiAn pa3pO3HEHE!
ISO 23500-1 (pamee ISO 23500), ISO 23500-2, (panee
ISO 26722), ISO 23500-3, (panee ISO 13959), ISO
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23500-4, (pamee ISO 13958) u ISO 23500-5, (pamee
ISO 11663). B 2021 roAy HAGHTHYHEI IIEPEBOA E€AH-
HoIt cepun craHAapToB ISO 6r1A BBEAeH B Poccun [1-5].

ISO B 2024 roay ObiAK OITyOANKOBAHBEI HOBEIE BEp-
cuu cranAapToB [6-10], yOAMKAIIA AAHAACH C AITPEAS
o aBryct 2024 roaa. B anpeae 3, 4 u 5 gacrh, B uroae
BTOpaf M B aBIYCTE IIEPBaA YaCTh CEPUU CTAHAAPTOB
23500.

OcuoBubie uaMenenusa cranaapros ISO cepun
23500 B Bepcum 2024 roaa [6-10] B cpasHeHNU € BEp-
CHAMH, ACHCTBYIOIIIIMHI B HACTOAINMNNA MOMeHT B PD
[1-5], cocrodT B caeayrommem:

— B xauecTBe OCHOBHOrO HOPMATHBA KAYECTBA ITHTHE-
BOII BOABI rcrtoAp3oBansl He EPA CIIA u He Apyrue
eBporeiickre cravAapTsl, a Aupextuser BO3 1o -
TBEBOM BoAE [0];

— TAAAMI OBIA MCKAIOYEH W3 CIIFCKA 3arPA3HAIOIIIX
BCILIECTB, IIOCKOABKY HH B OAHOM HCCACAOBAHUI
He OBIAO IIPEACTABACHO AAHHBIX, YKA3BIBAIOIIIUX
Ha TO, YTO 9TO 3ATPA3HSAFOINIEE BEIIECTBO BHI3BIBACT
0COOVIO 03200YEHHOCTD B YCAOBHAX I'EMOAHAAN32
6,7, 8];

— AABTEPHATHUBHBIC TEXHOAOTHH OYHCTKH BOABI (IIPEA-
BapUTEABHAS 0OPabOTKA Ha YCTAHOBKE YABTPAOUAD-
TPAINX TIEPEA OOPATHBIM OCMOCOM) OBIAH BKAFO-
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YCHBI B ITOAITYHKTBI, ITOCBAIICHHBIC OTACABHBIM
TEXHOAOTHAM OIHCTKA BOABL [7] (cm. B.2.7 u B.2.8);

— aobaBaeno mosoe mpuaoxenue [6] (Ilpuaoxe-
nue H) aaf pazpAcHEHHA Pa3AMYHBIX IIOAXOAOB
K MOHUTOPHHIY KAY€CTBA BOABI (OHAANH 11 0pAATH
MOHHTOPHHI);

— MHKPOOHMOAOTHYECKIE METOABI AHAAN32 OBIAM 00-
HOBAEHBI 1 TEIEPh BKAFOUAIOT B CEOA TECTUPOBAHHIE
Ha SHAOTOKCHHBI C ICITOAB30BAHHEM PEKOMOMHAHT-
noro dakropa C (tFC), mporounyro nuroMeTpuro
u skcrpecc-rectsl (Harpumep, AT®) [6, 9, 10];

— AoOaBAeHO HOBOE mpuAoxenue I [6], coaeprxariee
PYKOBOACTBO IIO OIIEHKE PHUCKOB;

— BAAHAAILIUA CHCTEM BOAOIIOATOTOBKH OBIAQ IIEpE-
CMOTpPEHA H TEIEPh BKAIOYAET 3TAIIBI BAAHMAALIUI
(HATpuMeEp, KBAAMMHUKAIINIO YCTAHOBKH, 9KCIIAYa-
TAITHOHHYIO KBAAUDHUKAIIIIO, KBAAH(DUKAIIIIO IIPO-
M3BOAMTEABHOCTH M PEBAAMAAIINIO), PA3ACA KAPAH-
HAABHO Iiepepadorad [6];

— AOOABAEHBI AABTEPHATHBHBIE TEXHOAOTUH OYNCTKI
BOABI (HAIIPUMEP, IIPEABAPUTEABHAS 00PA0OTKA YAD-
TpaduApTpanueii) [7].

— AOOABAEHBI AOIIOAHHTEABHbBIE PA3bACHEHHS 110 HC-
IIOAB30BAHHIO KOHIICHTPATOB AHAAM3UPYIOIIHX Pac-
TBOPOB B KOHTEHHEPAX B AKIAKOM B TBEPAOM BHAE [9].
Crazpaprt [2] Ha PycCKOM f3BIKE U OOHOBACHHBIIN

craHAapT 7] Ha AHTAHICKOM fA3BIKE YCTAHABAHBAIOT

TpeOOBaHIE K CUCTEME BOAOIIOATOTOBKH. OAHO3HAYHO

TPAKTYET PSA BOIIPOCOB, KOTOPHIC B HACTOAILIEE BpeMs

B OTEUECTBCHHOH ITPAKTHKE NCITOAB30BAHUA BOAOIIOA-

TOTOBHTEABHOTO OOOPYAOBAHUSA AASl TEMOAHAAN3A Pe-

ITATOTCA TO-PA3HOMY, HAPYIIIAA TEM CAMBIM TPEOOBAHIA

VKa3aHHBIX CTAHAAPTOB. Ha Harir B3rafia, Takux BOIpocos

ABa. [TepBBIii BOIIPOC: ABAACTCA AM BOAOTTOATOTOBHTEAD-

Hoe obopyaosanme A oAyaenns BAI' meantirckim

WcTouHuk comHaHcupoBaHus:
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nmsaeaueMm (MI)? Bropoit Bompoc: KakoB peraaMeHTU-
POBAHHEII cocTa cucTeMbl BOAOIIOATOTOBKH (CBIT) Ans
IeMOAHAAN3A?

Ha nepssiit Borpoc craHAQpT 2], Kak i ero 0OHOB-
Aernag sepcud 2024 roaa [7], AaeT OTBET BO BBEACHUH,
atawke .4.1.2, m14.1.4, 1 4.2.1.1 [2]. B ykasauHbIx myH-
KTaX IIPUBEACHBI BAPHAHTHI ITOCTABKUI OOOPYAOBAHUA
Aas moaydenus BAI' n tpeGoBanns k OTBETCTBEHHO-
CTH 32 €ro HapAexKarnee (PyHKINOHUPOBAHHE NMEHHO
aTMHI (DAKTOPAMI OITPEACAACTCA ABAACTCA AU BOAOIIOA-
TOTOBUTEABHOE ODOPYAOBAHUE NHAKEHEPHOH CHCTEMOI
HAU MEAUITHHCKIM H3AEAMEM C TOUKH 3PEHHA CTAHAAPTA
(2, 7]. Caeayer 0OpaTnTh BHUMAHHE HA TO, YTO OTEYE-
CTBEHHAA IIPAKTHKA OTHECEeHHA obopyAoBanus k M
6asupyerca na onpeacsernn MU koropoe aano B Pe-
AepaspaOoM 3akone Ne323 or 21.11.2011. Ompeaene-
nue MM moapasymeBaeT HAAIYIIE MEAUITHHCKOM IIEAN
npumeneHns. [1o MHEHHFO aBTOPOB CTATHH Y CUCTEMBI
BOAOIIOAIOTOBKH, MEAUIIMHCKOI IIEAH IIPIMEHEHIIS HET,
BCe O3UIOHUpyemMble Ha ceroansmamii CBIT kak MM
TOABKO POPMAABHO COOTBETCTBYIOT OIIPEAEACHHIO, ITO-
CKOABKY IIPOU3BOAUTEAN ODOPYAOBAHUA TAKIM 00OPa3oM
cHOPMyAHPOBAAH IIEAB, UTO ObI OHA (DOPMAABHO CTAAA
MCAUIHHCKOH, HAIIPHMEP: YCTAHOBKA ITOAYICHUS BOADI
AAfL TTPOBEAEHHA IIPOIEAYPHI reMoArasn3sa. B Poccrn
TPAAUIIMOHHO CHCTEMBI BOAOIIOATOTOBKH OTHOCATCA
K MEAMIIHHCKHM H3ACAHAM CO BCEMU BBITEKAFOIITHMI
rtocAeAcTsIAME [11], XOTA OITpeAEACHIFO MEANITHHCKOE
H3AEAHE OOABIIIE OTBEYAET CAMa BOAA AAS AHAAN3A, IEM
CHCTEMA AAAl €€ TIOAYVICHHA.

Bropoii Borrpoc, cchopMyAMpPOBAHHBII BBIIIIE, TAKKE
OAHO3HAYHO PEIIAeTCA ACHCTBYIOIIUMU B HACTOSAINEE
Bpems craHAapTamn [1, 2], KoTopble perAaMeHTHPYEOT
ue ToAbKo cocraB CBIT, Ho m 000CHOBBIBAarOT HaAYHE
00A3aTEABHBIX €€ 9AEMEHTOB.
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CDYHKLIMFI NOYEK Y PEUMNMEHTOB NEYEHN: QHANNUI OAHHBIX TOKAJNIbHOTO

HOYYHOTO PErnCTPa TPAHCMAHTALMM

A.U. Cywkos (sushkov.transpl@gmail.com), B.C. Pygakos, C.3. BockaHsH
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Renal function in liver recipients:

analysis of data from the local scientific transplant registry

A.l. Sushkov (sushkov.transpl@gmail.com), V.S. Rudakov, S.E. Voskanyan

State Research Center — Burnasyan Federal Medical Biophysical Center of Federal Medical Biological Agency

AxryaspHOCTB. Hapymenue nmoyeqnoii pyHKImmm
ABAAETCA OAHHIM U3 YaCTO BCTPEYAFOIITUXCSH COCTOAHIIA
y KAHAMAQTOB Ha TPAHCIAAHTAIIHIO U PEIUITIECHTOB
meuenn. Hecmorps Ha 35-AeTHUI OIBIT BEIIOAHCHHSA
B Poccuu orreparinii 1o repecaAke IeUeHH, AO HaCToO-
AINErO BPEMEHH T4 IIPOOAEMA CHCTEMHO, Ha OOABIIIHX
KOTOPTAX ITAIINEHTOB HE M3yYaAaCh.

Lleap: oneHuTh PACIPOCTPAHEHHOCTD U BEIPAKEH-
HOCTb HAPYIIEHHUH (DYHKIIUH IIOYEK ITEPEA TPAHCITAAH-
ranueit nedenu (TT1), B redenne mepsoit HeaeAn, IIpu
BBIIIHCKE M3 KAMHUKI H CITYCTH TOA TIOCAE OIIE€PAITHHL.

Marepuasbl u MeTOABI. B oaHOIIEHTpOBOE peru-
CTPOBOE HCCAEAOBAHUE BKAFOUEHBI AanHble 0 550 TI1
oT poacTBeHHBIX (72,7%) m mocmeprHEIX (27,3%)
AOHOPOB, BBHIITOAHEHHBIX ITOCAEAOBATEABHO C Maf
2010 mo mroan 2024 rr. Onepuposano 273 (49,6%)
myxauasl 1 277 (50,4%) sxermun B Bospacre or 18
AO 72 et (MeAmana — 45 AetT, HHTEPKBAPTUABHBIA Pa3-
max (FIKP): 37; 54). Cxopocts kayDOUKOBOM (DHABTpA-
nun (pCK®) paccanreasn o dpopmyae «2021 CKD-
EPI Creatinine». OcTpoe moueqHOE TOBPEKACHHE
(OTIIIT) AmarHOCTHPOBAAN M OIIPEACASAN CTAAMIO HA OC-
nosarnu kputeprues RIFLE B nnrepsase or 12 gacos
A0 7 aus mocae TT1. Pamnroro ancdyrkmuro tpamc-
naanrata (PAT) onpeaeAsiAr B COOTBETCTBHH C KpUTe-
puamu K. Olthoff (2010).

Pesyabrarel. Meanannee sHauenusd pCK®P me-
nocpeactsenno nepea TIT (n=550), npu BerHCKE
(n=472) u cuycra ToA mocae oneparuu (n=257) co-
crasuau 107 (MKP: 86; 119), 103 (MKP: 75; 116) u 79
(62; 100) ma/mur/1,73 M2, a AooAn manuenTtos ¢ pCK®

<60 ma/mun/1,73 M? — 7,1%, 12,7% n 22,2% coor-
sercrserno. OINIT passuaocs mocae 33,0% omepanuii,
B ToM uncae craanit RIFLE 21 — 8 16,6% cayaaes. Me-
TOABI 3AMECTHTEABHON [TOYCYHOM TEPAIIHH IIPHMCHS-
anch rrocae 7,3% TIL Ipn cogerammn OIIIT RIFLE
21 u PAT (n=42, 7,6%) 30-AHEBHAA BBIKHBAEMOCTD
TpaHcIAaHTaToB cocraBruaa 26% (95% AoBepureAbHBIH
nureppan (AV): 14-39%); B ocTaAbHBIX HADAFOACHHAX,
B 1.9. 11pu m30AupoBaHHeX OITIT u PAT: 97% (95%A:
96-98%), p<0,0001.

Heszasucnmvbivmn dpaxropamu pucka camxenua pCK®
menee 60 ma/muu/1,73 M2 Ha cpoxke 1 roa mocae TIT
CTaAHM: BO3PACT PEIHUITNEHTA, APTCPHAABHOM ruiep-
tersnu (AD) a0 TTI, pCK® <60 ma/mun/1,73 M2 npu
BBIITHCKE, 4 TAKKe KOHIEHTparus Takpoaumyca ([Tac])
B KPOBH Uepe3 TOA 11ocAe orreparun (Tadanira).

Meanansr yosiau pCK® B TeweHume mepBoro
roaa mmocae TIT mpu de novo nasmavenun man KoH-
sBepcun ummynocynpeccun (MC) mHa cxembr ¢ sBe-
poaumycom coctaBuan 11 m 23 ma/mun/1,73 M2
(p=0,115) m cTarucTUYeCKH 3HAYMMO HE OTAHMYA-
anch (p=0,485 n p=0,132 cOOTBETCTBEHHO) OT MEAH-
ampl camkennsd pCK® cpean pelummenToB, HIKOTAA
HE IOAYYaBIIHX 9BepoAnMyc — 13 ma/mun/1,73 M2
[Tarnaeraas BeKHBaeMOCTh perummeHToB ¢ pCK®
<60 ma/mun/ 1,73 M2, m3meperHOi yepes ToA mocae TTT
cocrasuaa 89,0%, mpu pCK® =60 ma/mun/1,73 M2 —
88,7%, p=0,760.

3axarouennme. Paspure OINIT na dpone PAT co-
LIPAKEHO C KPaHE BBICOKHM PUCKOM PAaHHEH yTPaTHI
TpanciAanTaTa mnedeHn. Ocoboro BHIMAHMA TPEOYIOT
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Tabnuuya
(DakKTopbl, accounmnpoBaHble co cHKeHnem pCK® <60 mn/muH/1,73 M2 yepes rog nocsie TMN
OTHoweHue puckos / Hazard Ratio, HR [95%U], p
dakTop > -
OpHodaKTOpHbIN aHann3 MHoro¢aKTopHbI1 aHann3
Bo3pacT, C yBenmueHnem Ha Kaxablii ro LU0, B 0
pact. cy ABI TOA p<0,001 p<0,001
3,4[2,0-5,8] 2,2[1,2-4,1]
AlpoTn p<0,001 p=0,010
2,5[1,2-5,2] 1,5[0,7-3,4]
0 0 17 7 ’ ’ ’
pCK® <60 mn/mnH/1,73 m2 no Tl p=0,011 p=0,204
; 1,9[1,0-3,4] 1,1[0,6-2,3]
CaxapHbiin guabet p=0,052 p=0,754
MocMepTHbIi JOHO 1901,1-3,2] 0810,4-1,5]
p doHop p=0,021 p=0,461
1,3[0,6-2,8] 1,410,6-3,3]
onm=l p=0,491 p=0,424
2,5[2,1-6,3] 2,3[1,2-4,3]
2
pCK® <60 mn/mnH/1,73 M2 npu BbiNUcKe p<0,001 p=0,008
1,8[0,9-3,6] 1,5[0,6-3,7]
SBeponumyc B cxeme VIC npu Bbinncke p=0,073 p=0,348
1,81,0-3,1] 1,51[0,7-3,2]
dBeponumyc B cxeme VIC yepes rog nocne Tr1 p=0,050 p=0,349
[Tac] uepes ropg, C yBenmyeHnem Ha Kaxkablii HIr/Min 1,061,00-1,13] 1,1811,09-1,26]
pesron, cy A p=0,068 p<0,001
TAITMCHTBI ITOKUAOI'O BO3PACTA, UMCIOIIHE AT, cau- UMMYHOACITPECCAHTAMMU. HCPCXOA Ha cxemsl VIC ¢ aBe-
xkennyro Ha MoMeHT BomHCKH pCK®. Caeayer m3-  POAUMYCOM HEAB3S CIHTATH YHHBEPCAABHOM H CAMOAO-

OeraTh M3OBITOYHON SKCIO3UIIMHE TAKPOAUMYCA, IIPH  CTATOYHO 3P EKTHBHON MEPOI IPOMDUAAKTUKI HAH
HEOOXOAUMOCTH HCIIOAB3YSl KOMOMHAIINY C ADYTUMU  A€deHus HapymieHui dpyuknnun mogek mocae TT1.

DOI: 10.28996/2618-9801-2025-2-214-216
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Relationship between physiological response of the kidneys to pregnancy and
preeclampsia in women with chronic kidney disease

M.V. Alekseeva, (alekseeva.mari.vi@yandex.ru), N.L. KozlovskayaZ, K.A. Demyanova2, Yu.V. KorotchaevaZ23,
A.G. Chegodaeva?

214 Hedponorua n guanuz - T. 27, N2 2 2025



Teaucel XXIV Cepepo-3anagtoit Hedponoruyeckoit wkonsl PO

1 V.S. Moiseyev Department of Internal Medicine with a Course in Cardiology and Functional Diagnostics
of the Institute of Clinical Medicine of the Medical Institute of the Federal State Autonomous Educational
Institution of Higher Education "Patrice Lumumba Peoples’ Friendship University of Russia",

6 Miklukho-Maklaya Street, 117198, Moscow, Russian Federation

2 A.K. Yeramishantsev City Clinical Hospital, 15/1 Lenskaya Street, 129327, Moscow, Russian Federation

3 Federal State Autonomous Educational Institution of Higher Education I.M. Sechenov First Moscow
State Medical University of the Ministry of Health of the Russian Federation (Sechenov University),

Trubetskaya st., 8/2, 119991, Moscow, Russian Federation

Beeaenne: busnorormueckuii orser nouek (POIT)
Ha OEPEMEHHOCTD OTPAKACT AAAIITALIIIO OPraHH3MA Ma-
tepu k nporeccy recranun. Haamaue OOII y maru-
entok ¢ XbIT npaxrmueckn He nayueno, a gaxTops,
BAHSAIOIIHE HA €TI0 PA3BUTHE, He yeraHOBACHEL [ Ipearro-
Aaraercs, uro Haamane POIT na GepemenHOCTD ¥ HKeH-
s ¢ XbIT acconuuposaro ¢ 0oace OAAroIpUATHBIMU
aKyIIIEPCKUMH U TIOYeYHbIMI HcXoAamu. [Ipumenenne
IIPEIapaToOB U3 IPYIIE ODAOKATOPOB PEHHH-AHTHO-
teHsnH-aAbAOCTepOoHOBOI cuctemel (PAAC) Ha mpe-
rpaBrAApHOM 3Tarre y xeHnuH ¢ XbI1 Ao HacTosAmero
BPEMEHU HE PErAAMEHTHPOBAHO H PEIIACTCH B IHAUBU-
AyaApHOM 1opsAAke. Bansamue 6aokaas PAAC Ha dhop-
muposarue POIT menssectHo.

Ieaw: usydurs gacrory u BeipakeHHOCTs GPOIT
y IAIHEHTOK C XPOHUYECKOH OoAesHpro mouek (XBIT)
u npeskaamrcuei (I10).

Marepuaabl u MeTOABL y 18 manmenTtok ¢ XbII
u passusiieiica [10 6pia onenén POIT na Gepemen-
HOCTB, OIIPEACAACMBIN KaK CHInKeHHE B 1 Tpumectpe
bepemennoctu kpeatuanna cerBopotkn (Ckp) 6oaee
gem 10% oT AorecTarHOHHBIX 3HaYeHHH. B mecaepo-
BaHMe BKATOYeHBI O manmenTok ¢ XblI1, 3 — ¢ XBI12,
6 — ¢ XbII3A, 2 — ¢ XbII3b u 1 manuentka ¢ XbI14.
W3 18 sxermun 12 (67%) moaygasu HeppOIPOTEKTHB-
uyro tepammro 6Aokaropamu PAAC Ao ycraHOBACHHA
raxra OepemenHOCTH.

PesyapTater: OOII koucratuposan y 4 (22%)
n3 18 marmenTok u ObIA TpeAcTaBAeH cHinkeHneM Ckp
B cpearem Ha 24,5% (aa 11%, 16%, 24%, 47% y nanu-
entox ¢ XbI12, XbI13b, XbI1I3A u XbI12, coorser-
CTBEHHO), TorAa Kak y 14 (78%) otcyrcroBaa. Berpaken-
Hocth POIT HA GepeMeHHOCTD IIPAMO KOPPEAUPOBAAL

Introduction: the physiological kidney response
(PKR) to pregnancy reflects the adaptation of the
mother's body to the gestation process. The presence
of PKR in patients with CKD is poorly understood,
and the factors influencing its development have not
been established. It is assumed that the presence of
PKR to pregnancy in women with CKD is associated
with more favorable obstetric and renal outcomes. The
use of drugs from the group of renin-angiotensin-
aldosterone system (RAAS) blockers at the pregravid
stage in women with CKD has not yet been regulated
and is decided on an individual basis. The effect
of RAAS blockade on the formation of PKR is

unknown.

co cpoxkom marudecraruu 1D [r=0,543; p=0,018]:
geMm Beipakennee 0biA POIL, Tem mozxe pasBuBasach
[19. Meanana cpoka passutud [10 n poaopaspere-
nua y manuenTok ¢ POIT cocrasuaa 34,1 [32,3-306,5]
meA. u 37 [34-38,0] mea. nporus 32,6 [29-33,5] Hea.
n 34,1 [32,6-306,3] mea. y manueuTok 6e3 POIT coor-
BerctBeHHO (p>0,1).

Anaans amaamuka CKp AO H ITOCAE 3a9aTHA Y ITAITH-
EHTOK, HoAy4aBmux (n=12) u He moAyuasmmux (n=0)
6aoxatopsr PAAC, mokazaa 00Aee BEIPKEHHOE CHIKE-
nue Cxp B mepsom TpuMectpe [p=0,004] y xenrmumn, nx
IIOAYYABIIUX. Y 5THX HarueHToK [ 10 passuaace Ha moa-
TOpHI HeAeAn 1ozke. Hu B oAHOM caywae He OBIAO 32-
puKCHPOBAHO BPOKACHHON AaHOMAANI ITAOAQ, U, HE-
cMoTpA Ha panHee passurue 11D, Bce aetn poAuAucs
’KUBBIMH 1 JKH3HECIIOCOOHBIMI, 4 MACCa T€AA HOBO-
poskAeHHBIX cocTaBuAa He Meree 10 merruas (Me Beca
ITAOA 110 Tpytire B meAoM — 2100 rpamm).

BEIBOABI: BEIABACHHAS IIPAMAsA CBA3b MEKAY BBIPA-
skernoctsio OOIT u cpokom manudecrarnuu [19 npu
XbI1, a takixe 6oaee paHHIIA CPOK €€ Pa3BUTHA Y ITAITH-
erTok, He nmeBmux POIT, TO3BOASIET IIPEATIOAATATE €TI0
IIPOIHOCTHYECKYIO POAB B OICHKE pucka panHein [1D
y marmenTok ¢ XBII. Haamuame ®OIT y 6epemernbrx
¢ XBII, BO3MOKHO, OTpaKaeT COXPAHHOCTD (DYHKIIHO-
HAABHOTO IIOYEYHOIO pe3epBa, HECMOTPsA Ha IIPOIPECCH-
pOBaHKe peHAABHOI AHCYHKINHE. BoAee BEIpaKeHHbIT
®OII y manueHToK, IOAYYaBINNX AO 3a9aTHA TEpa-
o 6aokaTopamn PAAC, MokeT CBHAETEABCTBOBATH
B IIOAB3Y OAATOIIPHATHOIO IIPOrHOCTUYECKOIO 3HAYC-
HHA AOTECTAIIMOHHON HeDPOIIPOTEKIINN B OTHOIICHIN
cpoxos passurus [1D. OAHAKO 9TO HYIKA2CTCH B AAAB-
HEHUIITIX MCCACAOBAHUIAX.

Aim: to study the PKR in patients with chronic
kidney disease (CKD) and preeclampsia (PE).

Materials and methods: in 18 patients with CKD
and developed PE, PKR was assessed, defined as a
decrease in serum creatinine (Scr) in the first trimester
of pregnancy by more than 10% of pre-gestational
values. The study included 6 patients with CKD1, 3 with
CKD2, 6 with CKD3A, 2 with CKD3B, and 1 patient
with CKD4. Of the 18 women, 12 (67%) received
nephroprotective therapy with RAAS blockers before
pregnancy was established.

Results: PKR was detected in 4 (22%) of 18 patients
and was represented by a decrease in Scr by an average of
24.5% (by 11%, 16%, 24%, 47% in patients with CKD?2,
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CKD3B, CKD3A and CKD2, respectively), while it
was absent in 14 (78%) cases. The PKR value directly
correlated with the timing of PE manifestation [r=0.543;
p=0.018]: the more pronounced the PKR was, the later
PE developed. The median timing of PE development
and delivery in patients with PKR was 34.1 [32.3-36.5]
weeks and 37 [34-38.6] weeks versus 32.6 [29-33.5]
weeks. and 34.1 [32.6-36.3] weeks in patients without
PKR, respectively (p>0.1).

Analysis of the Scr dynamics before and after
conception in patients who received (n=12) and did not
receive (n=0) RAAS blockers showed a more pronounced
decrease in Scr in the first trimester [p=0.004] in women
who received them. In these patients, PE developed one
and a half weeks later. In no case was a congenital fetal
anomaly recorded, and despite the early development

DOI: 10.28996,/2618-9801-2025-2-216-217

of PE, all children were born alive and viable, the body
weight of the newborns was more than the 10th centile
(Me of fetal weight — 2100 grams).

Conclusions: the revealed direct relationship
between the PKR value and the time of PE manifestation
in CKD, as well as the earlier time of its development
in patients who did not have PKR, suggests its prognostic
role in assessing the risk of early PE in patients with
CKD. The presence of PKR in pregnant women with
CKD may reflect the preservation of the functional renal
reserve, despite the progression of renal dysfunction.
More pronounced PKR in patients who received RAAS
blockers before conception may indicate a favorable
prognostic value of pregestational nephroprotection
in relation to the timing of PE development. However,
this requires further research.

[Mpesknancus y GepemeHHbIX C XPOHUYECKOH HONe3HbIO MoYek:

COCTOSAHME NIUNMNOHOTIO obMeHa

E.B. lllectepo? (shestero.doc@mail.ru), O.H. BerunHumnkosa?, N.I'. Hukonsckasn?

1 MockoBckui 0651acTHOH HayYHO-UCCIIE40BaTeNIb.CKMI KITMHUYECKNIA MHCTUTYT um. M.®. Bnagumupckoro, Mocksa,
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Preeclapsia in pregnancy with chronic kidney disease: lipid metabolism status

E.V. Shestero (shestero.doc@mail.ru), O.N. Vetchinnikova’, I.G. Nikol skaya?
1 M.F. Vladimirsky Moscow Regional Clinical and Research Institute, Moscow, Russian Federation
2 V.I. Krasnopolsky Moscow Regional Research Institute of obstetrics, Moscow, Russian Federation

AKTYyaABHOCTB: B HACTOAIIIEE BPeMA 0OCyHKAAETCA
POAB HAPYIICHHUH AHIIMAHOIO OOMEHA B ITATOrCHE3E
ITAQIIEHTA-ACCOINUPOBAHHBIX OCAOKHEHUI OepeMeH-
HOCTH, OCOOCHHO IpH pasBuTuu Ipeskiamicun (110).

Ieap: AmHAMUYECKIE AHAAU3 COCTOSHISA AMIIHA-
HOTro OOMEHA Y HAIIHEHTOK C XPOHUIECKOH DOAE3HBIO
nouex (XBIT) C1-C3 u He 0CAOIKHEHHEIM 1 OCAOKHEH-
ueM 1D Teyennem GepemeHHOCTH.

MarepraA 1 METOABL: B IIPOCICKTUBHOC HAOAIO-
AATEABHOE HCCACAOBaHHE BKAIOUEHB 170 eHIMuH
co cpokom Oepemennoctn 14-22 meaean: 150 ¢ XbII
C1-C3 u 20 ycaosrO 3p0poBBIX. YV 74 senrmn ¢ XBI1
B TPEThEM TPHUMECTPE DEpeMEHHOCTH pa3BuAach [10:
pammsa — y 20 u cBoeBpementas — y 54. AAHTEABHOCTD
HAOATOACHUA — BTOpO-Tpermii Tpumectphl (13-27 He-
AeAb). OTIpeACAEHBI PYTHHHEBIE ITAPAMETPBI AUITHAHOTO
0OMEHa ITO ODIIEIPHHATON METOAMKE: XOAECTEPHH
(XC), aumonporeuast Huskoi maotHoctn (AITHIT),
AHITOIIPOTEUABI BEICOKOM IIAOTHOCTH (AI'BIT), TPUTAL-
nepuasl (TT). FccaeaoBarre BEIIIOAHEHO B ABA 9TAIIA:
(1) Bo BTOpOM 1 (2) B TpETHEM TPHUMECTPE.

216 Hedponorunu gnanus - T. 27, N2 2 2025

Pe3yApTaThI: PEe3yABTATH AMHAMUYECKOTO aHAAU3A
COCTOSIHUA AHIIMAHOIO OOMeHa y marmueHTok ¢ XbI1
M HEOCAOKHEHHBIM M OCAOKHEHHBIM 1D Teuenmem
OEpEMEHHOCTH IIPEACTABACHEL B TAOAHIIE.

Bo Bropom TpHMecTpe HEpeMEHHOCTH ITAPAMETPEI
AHIIIAHOTO OOMEHA Y YCAOBHO 3AOPOBBIX KEHIIIHH
u nareHTok ¢ XbIT, Briocaeactsue e passusrnx [19,
CTATHCTUYIECKU HE PA3AUYAAUCE; § ITAIINEHTOK, PA3BUB-
rrux [19. PernctpupoBasoCch CTATHCTUYECKH 3HAYNMOE
HapacTaHue ceBOpoTouHO# koHmenTparumu AITBIT
(p=0,01) u TI" (p=0,03). IIpu cpaBHennn mokasare-
A€l AUITHAHOIO oOMeHa y marueHTok ¢ Xbll, me pas-
BHUBIIHX U passuBmIux [1D, mMemkAy coOO BBIABACHBI
CTATHCTUYICCKU 3HAYHMBIC PASAUYNSA B CBIBOPOTOYHOMN
kornentparun XC (p=0,02), AITHIT (p=0,02) u ATIBIT
(p=0,001). B tperpem TpumecTpe OepeMEHHOCTH Hapa-
METPBI AHIIHAHOIO OOMEHA § YCAOBHO 3AOPOBEIX KCH-
myH 1 manuenTok ¢ XbI1 6e3 [1D 6p1An comocTaBuMer,
y manuenTok ¢ [1D perncrpupoBaroch CraTUCTHIECKH
3Haunmoe yseandenue koumentpanuit XC, ATTHIT
u TT. Ilpu cpaBHEHHN IAIIMEHTOK C OCAOKHEHHDBIM
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Tabnuuya

MapameTpbl nunuAgHoro o6meHa y nauneHTok ¢ XbIN B nepropg 6epemeHHOCTH

BepemeHHble 6e3 XBIM (n=20)

BepemeHHble ¢ XBI (n=150)

Mapametp
AMnNugHoro Bropoii TpeTuii be3 3 (n=76) Cnd3 (n=74)

6MeHa
° TpUmecTp TpUMecTp Bropoi Tpumectp TpeTuit Tpumectp BTopoii Tpumectp  TpeTuii TpumecTp
XC, MMonb/n 5,8 (4,6;7,5) 7,1(5,8;7,9) 6,2(5,1; 7,6) 7,3(6,1;8,2)* 6,7 (5,8;7,9) 82 (6,7,9,0) ** #
JINHMN, mmonb/n 3,8 (2,6;5,4) 4,3(3,7;53) 3,8(3,0;4,9) 4,6 (3,9;5,5)* 4,3(3,7;52) 5,2 (4,4,6,2) **#
JINBM, Mmonb/n 1,9 (1,4.2,2) 2,1(1,7;2,2) 1,9 (1,6:2,2) 2,0(1,8;2,3)% 2,1(1,9:2,4) 2,2(1,92,6)*
T, MMonb/n 1,4(1,1;1,9) 2,0(1,7;2,5) 2,0(1,1;2,8) 2,5(1,8;3,2)* 2,2(1,6:2,8) 2,7(2,3;35)%*#

lMpumeyaHus: * — pasnnumnaA CTaTUCTUYECKIN 3HAUYMMbI MEXY NapameTpamu y 6epemeHHbix ¢ XBI 6e3 13 Bo BTOPOM 1 TpeTbeM TPUMECTPE; ** — pa3ninuma CTaTCTUYECKn
3HaUMMbI MeXly NapameTpamu y 6epemeHHbIx ¢ XBIM 1 13 Bo BTOPOM U TpeTbeM TPUMECTPE; # — Pa3nnumA CTaTUCTUUYECKN 3HaUMMbI MeX[y NapameTpami y 6epemMeHHbIx

¢ XBIM 6e3 M3 u ¢ M3 B TpeTbem TpumecTpe.

U HEOCAOKHCHHBIM TCUCHHEM OCPEMEHHOCTU MEIKAY
COOOM BEIIBACHO CTATHCTHYCCKH 3HAYHMOC YBECAMUC-
HUe KOHIICHTPAIINH BCeX (DPaKIUi AHIIHAOB y IIAIIH-
erTok ¢ XbI1, paspusmux [10. Aunammaeckuii anaAns
IIOKa3aA, YTO IIPOTPECCHPOBAHIE OEPEMEHHOCTH, He-
3aBUCHMO OT pasurus [1D, cOpoBOXKAAAOCH CTATH-
CTHYECKH AOCTOBEPHBIMU H3MEHEHUAMH CO CTOPOHEI
BCEX IIapaMeTpoB Anmmanoro obmena. [lpu cpasme-
HUH IIAPAMETPOB AUIIHAHOIO OOMeHa y OepeMEeHHBIX
C PAHHUM U CBOEBpEeMEHHEIM passutueM 110 pasanrdamii
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He BBIABACHO. KoppeAAmoHHEI aHAAN3 Y OepEeMEHHBIX
¢ XbIl, passusmmux 1D ycranoBna Hasmdne TecHOMI
IIPAMOI CBA3M ITAPAMETPOB AHIIHAHOIO OOMEHA C CYTOY-
HOM IPOTENHYPHUH U CHIBOPOTOYHOHN KOHIIEHTPAITUEN
KPEATHHIHA B TPETHEM TPUMECTPE (COOTBETCTBEHHO AAA
XC p=0,001 u p=0,05, aas AITHIT p=0,0006 = p=0,005,
Aaasa TT p=0,0001 u p=0,003).

3akarouenue: 1D y 6epemennsx ¢ XbII mpo-
TEKAET C BHIPAKEHHBIMH OTKAOHEHUAMH B AMITHAHOM
obmene.

3yL Npu XPOHUYECKOM DONE3HM NOYEK M €O BAUSHME HO KOYECTBO
XM3HM NALMEHTOB, HOXOAILMXCA HO FemMoananm3e

O.U. llemeLuesckas? (olga162002@yandex.ru), A.4. Tonkay?, T.[1. Hukutuna?, T.U. NoHoBaZ?, A.I1. TytuH3

1 MeguumnHckuii uHcTuTyT CI6IY, CaHkT-letepbypr, 199106, 21 nuHus BO, 8A, Poccuiickas Pegepayns
2 KBMT um. H.N. Muporosa CI16IY, Cankr-lerep6ypr, 190103, Hab. p.®@oHTaHku, 154 Poccuiickaa Pegepaumns

3 000 «Kyn4ynHCKui LleHTp ambynaTopHOro g1ann3ay,

r. Caukrt-letepbypr, 192102, yn. bByxapectckas, 8A Poccuiickas ®egepauus

Chronic kidney disease-associated pruritus and its impact on quality

of life of patients on hemodialysis

O.l. Lemeshevskaia® (olga162002@yandex.ru), A.D. Tolkach?, T.P. Nikitina?, T.I. lonova?, A.P. Tutin3

1 Saint Petersburg University, Institute of Medicine, Saint Petersburg, 199106, 8A, 21st line V.O., Russian Federation
2 Saint Petersburg State University Hospital, Saint Petersburg, 190103, 154, Fontanka emb., Russian Federation

3 Kupchino outpatients dialysis unit (LLC), Saint Petersburg, 192102, 8A, Bukharestskaya str., Russian Federation

AxTyaABHOCTB. 3yA, ACCOLUUPOBAHHEIN C XPOHU-
gyeckor boaesnpro nodek (XbII), asaserca cepbesHoit
IIPOOAEMOI KK y IIAIIMEHTOB, HAXOAAIINXCA Ha 3aMe-
CTUTEABHOH ITOYEYHON TEPAINH, TAK U Y HAITHEHTOB
Ha IpeAAnaAusHBIX craanax XbII, n y penmmmentos
IIOYEYHOro TpaHCcIAaHTaTa. KoKHBIH 3yA acconuupo-
BAaH C DOAcE BBICOKHM YPOBHEM OOINEH CMEPTHOCTH,
CHIKEHHEM IIOKA3aTEACH MEHTAABHOTO B (DH3UYECKOTO
3AOPOBBA, A TAKKE C HAPYIICHUAMH CHA. \O HEAABHETO
BPEMEHN OIIEHKA PACIIPOCTPAHEHHOCTH KOKHOTO 3YAd

B IIOIYAfIINY POCCUHCKHX IIALIMECHTOB OBIAA HEBO3-
MO’KHA BBUAY OTCYTCTBUA BAAMAHPOBAHHBIX PYCCKOS-
3B[YHEIX BEPCUI CIICHINAAU3HPOBAHHBIX OIIPOCHHKOB.

IHeas. OneHurs pacpoCTpaHEHHOCTh KOKHOTO
3yAQ M €rO BAHSHNC HA KAYCCTBO JKU3HH IIAITNCHTOB,
Haxoadmmxcsa Ha IA.

Marepuasbl m MeTOABI. B monepeunoe xoroprt-
HOE MHOTOIIEHTPOBOE MCCAEAOBAHHE OBIAO BKAFOYEHO
225 manuenTos ¢ XBIT C5a, HOAYYAIOIIIX TEMOAH-
aAm3. AAf OIIEHKH YPOBHA 3YAQ M KA4eCTBA KUSHH
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Tabnuuya

Pesynbratbl 3anonHeHns onpocHukos ltch MOS, 5D Elman u Skindex-16 B rpynnax ¢ pasfimyHoi MHTEHCMBHOCTbIO KOXKHOTO 3yAa

Het 3yna YMepeHHbIl 3yq CpepHe-TaXenbll 3ya
LWkana p-value*
n Me [IQR] n Me [IQR] n Me [IQR]
Itch MOS nogwkanbi
KonnuecTtBo cHa 97 7 [6; 8] 75 7 [6; 8] 33 6[6;7] 0,03
HapyuweHuna cHa 99 6.3[0; 12.5] 77 12.5[6.3; 25] 32 25[18.2;35.7] <0,001
[locTaToyHOCTb CHa** 98 80 [40; 100] 76 60 [40; 80] 25 50 [40; 80] 0,008
CoHnneocTb 100 0[0; 0] 77 0 [0; 20] 31 0[0; 0] <0,001
NHpekc npobnem co cHom (SPI-IT) 99 13.3[0;33.3] 76 20[6.7;33.3] 32 33.3[20; 60] 0,001
Skindex-16
CrmnTomaTyeckas 102 0[0; 0] 74 12.5[4.2;20.8] 34 31.3[12.5;50] <0,001
JMoLuMOoHanbHana 102 0[0; 0] 74 5.2[0;16.7] 34 14,3 [2.4;47.6] <0,001
QyHKLMOHaNbHas 102 01[0; 0] 74 01[0;6.7] 34 0,0[0; 10] <0,001
O6wuia 6ann 102 0[0; 0] 74 7.4[2.8;15.5] 34 20.7 [8.9; 35.3] <0,001
5D Elman
O6wwin 6ann 62 6 [5; 8] 64 10[8;11] 30 13[11;15] <0,001

* TecT Kpackena-Yonnuca
** lllkana ¢ MHBepcueil — Yem Bbile 6ann, Tem MeHblLUe Bbipa)KeHbl Mpobnembl

MAIIHCHTOB HCIIOAB30BAANCH BAAMAHPOBAHHBIC PyC-
ckosspraupie Bepcuu mkaa WI-NRS, 5-D Elman,
Itch MOS u Skindex-16. Cremens TsKeCTH KOKHOTO
3yAa OIIPEACASAACH B COOTBETCTBUU C PE3YABTATOM
o mkase WI-NRS: 0 — orcyrersue 3yaa, 1-3 — yme-
peHHbIH, 4-6 — cpeanui, 7-8 — Taxeantit, 9-10 — ouenn
THKEABIH.

Pesyaprarer. CpeAHHIT BO3PACT HAITUEHTOB COCTA-
BuA 56.3 (15) Aet, MeAmaHa HHACKCA KOMOPOUAHOCTH
Yapacon 5 [Q1-Q3: 3;7]. Bee marmenTs! moaygasu mpo-
rpammMubiil A ¢ ncrioas3oBanmem moAncyAbOHOBBIX
MEMOPAH U 9aCTOTOH 3 pasa B HEACAIO HA IIPOTIKCHIN
46 [Q1-Q3: 12.5;88.5] mec. 88.6% marnmeHnTOB B KavyecTse
COCYAHCTOIO AOCTYIIA HMCAU APTEPHOBCHO3HYIO (DH-
cryay. Cpeannit eKt/V cocrasua 1.4 (0.2).

V 49.8% marmenTtos OviA BeriBAcH Xbll-acconn-
MPOBAHHBIH 3yA, TpH 9TOM y 15.6% 3yA cpeane-Tsxe-
aoti crerrernt (WI-NRS 24). B cootBeTcTBHM € OLICHKOH
o mkase 5D Elman manuenTs garre BCEro skaAoBa-
Amch Ha 3yA crmue (53.2%), rorossr (35%), roaeneit
(31.7%) u Geaep (25%).

[arueHTs! € 3yAOM CPEAHE-TKEAON CTEITCHU UMECAL
GoAee BBIPAKEHHBIE ITPOOAEMBI CO CHOM, SMOITHOHAAD-
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HbIC HAPYIICHHA i (DU3HUCCKIE CUMITTOMBI, CBA3AHHBIC
c 3yAoM (Taba.).

7KeHImHBI ACMOHCTPUPOBAAH OOAEE BBICOKHE pPe-
3YABTATH MHAEKCA 1pobaem co caom SPI-II — 23.85
[Q1-Q3: 12.90; 33.88] u 18.60 [Q1-Q3: 7.20; 27.08] co-
otsercrsenHo, p=0.007.

[TarueHTsI ¢ KOKHBIM 3yAOM UMEAK OOAEE BBICOKHE
VPOBHU KPEATUHUHA: CPEAHHI YPOBEHb KPEATHHHHA
727.8 (197.8) MxMoAb/ A B rpyre He3 3yaa mpotus 805.6
(212.6) mkmoAB/ A B rpyime ymeperroro u 803.2 (230.1)
MKMOAB/ A B IPYIIIIE CPEAHE-TSKEAOTO 3yAa, p=0.0335.
OAHAKO MBI HE OOHAPYKUAH CBA3H HHTCHCUBHOCTI 3YAQ
C APYTUMH KAMHHKO-AADOPATOPHBIME IIOKA3aTEAAMI,
B TOM YHCAE C YPOBHEM aAbOyMHHA, C-peakTHBHOTO
OeAka, mokasaTeaaMu hocOPHO-KAABIIIEBOTO OOMEHA,
reMorAoOuHa i peppuUTHHA.

3akaroueHue. Xbll-acconnnpoBaHHbIil 3yA, He-
CMOTpPS Ha AOCTH/KCHHE aACKBATHOCTH AMAAM32 H IIe-
ACBBIX YPOBHEH IOKa3aTeAcH PocdOpHO-KAABIIIEBOIO
0OMeHa, FIMEET BBICOKYIO PACIIPOCTPAHEHHOCTD CPEAH
mmarueHToB, Haxoadruxcs Ha I'A. 3yA, a B ocobernoctu
3YA CPEAHE-TAKEAON CTEIEHH, CBA3AH C YXYAIICHHEM
KA9eCTBA CHA M KAYECTBA KU3HH IarmeHToB Ha LA,

AHanus daktopos nporpeccuposanms ALINBIy peteit:

pe3ynbTatbl 5-netHero HabnogeHus

O.A. CepebpsikoBa (serebrryakova@gmail.com), H.M. 3asikoBa 2
1 Kachespa nHHoBaLuoHHOM neguatpum u getckou xupyprum ®J110 ®rA0Y BO PHUMY

um. H.U. uporosa Muusgpasa Poccum

2 OCIl «Hay4yHo-uccnegoBatenbCKni KITMHNYECKNIA MHCTUTYT NeAuaTpumu U 4eTCKOH XUPYprum
um. akagemuka I0.E. Benstuwyea» ®rAOY BO PHUMY wnum. H.U. NMuporosa MuH3gpasa Poccumn
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Analysis of factors of ADPKD progression in children:

results of a 5-year observation

O.A. Serebryakova? (serebrryakova@gmail.com), N.M. Zaikova -2

2 Pirogov Russian National Research Medical University of the Ministry of Health of the Russian Federation,

Innovative Pediatrics and Pediatric Surgery Department

1 Veltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery of the Pirogov Russian National

Research Medical University

AxTyasbHOCTB IPOOAEMBI. AYTOCOMHO-AOMHHAHT-
Has moAnkuctosHas 6oaesns mouek (AAITBIT) — ato
HACACACTBEHHOE 3200ACBAHUE IIOYCK, 3aHUMAIOIIICE
YETBEPTOE MECTO B CTPYKTYPE XPOHHYECKOH OOAC3HI
mouek y Aereit. AAIIBIT 3auacryro mpoTekaer Kan-
HUYECKH OECCHMIITOMHO, 9TO IIPHBOAUT K TOMY, YTO
HAa MOMEHTE IIEPBUYHOI AMATHOCTUKH Y ITAIIHECHTOB
yiKe MMEET MECTO CHIDKCHHE ITOYECYHON (DYHKIIHM.
D10 0OYCAABAMBAET AKTYAABHOCTD IOMCKA (hAKTOPOB
6oaee parnero mporpeccupoparna AAIIBIT u myreit
ux Moaudukaruy. B To Bpems Kak BO B3pOCAOII IIO-
IYAAILINN U3BECTHBI MAPKEPBI HEOAATOIIPHUATHOIO IIPO-
ruosa AAIIBIT, marmenTer Maaare 18 AeT mpoaoAKaroT
OCTaBATHCA OOBEKTOM HCCACAOBAHMUI.

IHeap paboTer. OpeAcANTS MAPKEPHI IPOIPECCH-
posarusg AAIIBIT y aereti.

Marepuasbl 1 METOABI HCCA€AOBaHHA. Perpo-
CIIEKTUBHOE HAOAIOAATEABHOE OAHOIICHTPOBOE HC-
cacpoBaHue. [TpOBEACH aHAAU3 KANHHYECKOTO Tede-
anst AAIIBIT y 70 mammenTos, 40 maapauxos (57%)
u 30 aeBouek (43%) ¢ IOATBEPKACHHBIM AHATHO30M
AATIIBIT. OnennBaroch 5 HAOAIOACHHIT € HHTEPBAAOM
B 1 roa. OnmcareApHas CTATHCTHKA KOAHMYECTBEHHBIX
BEANYIH BBIITOAHEHA C IIOMOIIBIO MCAUAHBI U KBAPTH-
aeir (Me [Q1; Q3]), Tax xax IpoBepka Xapakrepa pac-
npeaeAeHud ¢ romorpio Tecta Shapiro-Wilk mokasasa
OTAMYHE OT HOPMAABHOTO PaCIIpeAcAeHIA. A aHAAT3A
HOBTOPHBIX U3MEPEHUIT HCIIOAB30BAACA TECT BUAKOK-
cona. KadecTBeHHBIC BEAUYHHBI OBIAU OITHCAHBI C I10-
MOIIIBIO AOAEH 1 AOCOAFOTHBIX 3HaueHuH — n (%0). Aas
oweHKH (haKTOPOB, BAUSAIOIINX HA KAHHHYECKOE TeUe-
HHE, UCIIOAB30BAACA perpeccuoHHbii anarn3 Kokca.
3a ncxoa npunumasoch yeeandenne htTKV ma 25%
OT AAHHBIX IIPH LIEPBHYHOM OOCAcAOBaHUH. Takike,
COrAACHO peKoMeHAanuAMm pabodueit rpymmsr ERA-
EDTA mo macAeACTBEHHBIM 3200AEBAHUAM ITOYEK,
34 HCXOA, CBHACTECABCTBYIOIIHI O OBICTPOM IIpoOrpec-
cuposanun AAIIBIL, nmpunmvasocs roaoBoe cHmKe-
e pCK® ma =5 ma/mun/1,73 M2 3a 1 roa u/uan
Ha >2,5 Ma/mun/ 1,73 M2 B roa B Teuenue 5 aer. Craru-
CTHYECKH 3HAYUMBIM CYUTAAOCH p-3Hauenue Menee (.05.

Pesyaprarel. V 7 manuentos (10%) npusnakn
AAIIBIT 6e1au yeranosaensr npenataapHo, y 21 (30%)
KIICTHI IIOYEK BIIEPBBIC OBIAN BBIABACHBI B BO3PACTE
Maaarme 18 mecares. Meanana Bo3pacra IIEpBUIHOIO
obnapyxenus kuct — 3 [0.25-7] roaa. O6 ordrorennom
HACACACTBEHHOM aHAMHE3e cOO0IaA0ch B 49 caygasx
(70%). Meanana obbema ITOYEK, CKOPPEKTHPOBAHHOTO
ma poct (htTKV) mpu nepsuunom obcacpoBannm —
85.57 [60.00-108.90] ma/M, uepe3 5 aeT HaDAIOACHMS
y 18 manuenToB, MPOIIEAIITIX TOCAEAHFOKO KOHTPOAD-
uyro touky, Mmeanana htTKV — 107.46 [76.56-150.34]
ma/m (p=0.045). Meanana pCK® npu nepsuanom
obcaeaoBarmu — 80.72 [71.64-85.85] ma/mun/1.73 M2,
gepes 5 aer meamana pCK® — 77.59 [72.83-91.90]
mA/muu/1.73 M2 (p=0.6). Haauune aprepunabHoil
runeprersun (Al) ¢ mompaBko# Ha BpeMs OT MO-
MEHTA IIepBUYIHOrO BhiABAcHNA mpusHakoB AAITBIT
AO HAOAIOACHUA YBEAHYIHBAAO BEPOATHOCTH POCTA
nouek B 1.94 pas (p=0.001). Bausanue ma htTKV oxa-
3pIBaAO HaAmdne nportenuypun (A3 1o kaaccudmka-
nun KDIGO), BepoATHOCTD HCXOAQ YBEAUYHBAAACD
B 2.48 pas (p=0.02). My:xcKoil oA, HECMOTPS HA HMe-
fOIuecs AAHHBIEC O HeOAArONPUATHOM IPOTHO3E
BO B3POCAOH IOIYAAIINH, ITOCAE ITOITPABKH Ha BPEM
ot momenTa nepsuanoro BeiBAcHnA AAIIBIT Ao Ha-
OAIOACHHA HE ITOKA3aA 3HAYNMOTO BAUAHHUA HA YBEAU-
yenne oobema mouek (HR=-0.08, p=0.858). Aas aereit
¢ AAIIBIT xapakrepHa AAHTEABHAA KOMIIEHCAITUA
(pyHKIIIH TTOYEK, BEPOATHO 32 CYET PA3BHTHA THIIEP-
uaprpanuu B 300poBbix Hedponax. CpeAHETOAOBOE
cuamxenne pCK® — 0.685 ma/mun/1.73 M2 B roa. AT,
IIPOTEHHYPHA, IIOA He OBIAU ACCOLIMUPOBAHBI C YXYALLIC-
HuEeM (DYHKITIH HOYEK.

3akarouyenmne. Mapkepamm mporpeccupo-
BaHUA pocra obbema moduek y aereir ¢ AAIIBIT
Ha poHe orHOCHTEABHO CTAOMABHON pCK® fABAA-
IOTCS IIPOTEUHYPUA U APTEPUAAbHAA THIICPTCHHA,
YTO €Ie Pa3 ITOATBEPKAAET HEOOXOAUMOCTh AHHA-
MHYECKOTO HaOAIOACHHA TAKHX IAIFMEHTOB, CBO-
eBpPEMEHHON HMHHUIHAIUN HEeDPOIPOTEKTUBHOM
TEPAITNHL.
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[lonHoreHoMHoe CEKBEHNPOBAHNE B ANATHOCTUKE

3060M1€BAHMM NOYEK Y AeTeN

10.10. WWanpaH (yulya.fedolidze@bk.ru), O.C. po3HoBa, C.B. Manux, J1.C. [puxoguHa
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Whole genome sequencing in the diagnosis of chronic kidney disease in children

Yu.Yu. Shapran (yulya.fedolidze@bk.ru), O.S. Groznova, S.V. Papizh, L.S. Prikhodina
Veltishev Research Clinical Institute for Pediatrics & Children Surgery Pirogov Russian National Research Medical

University, Moscow, Russian Federation

IMean: MoHoreHubie 3a00A€BaHHA ITOYEK BCTPE-
YAIOTCA PEAKO, HO B COBOKYITHOCTH IIPHBOAAT K Pa3-
BHTHIO XpOHHYeCKOM OoaesHu mouek (XBIT) kak mu-
auMyM y 20-30% aeteit. 'emernaeckoe Tectuposanue
C HCIIOAB30BAHHIEM ITOAHOICHOMHOIO CEKBEHHPOBA-
HUA ABAACTCA HanOoAee NH(POPMATHBHEIM METOAOM
C HAHMBBICIIIEH AHATHOCTHYECKOH UyBCTBUTEABHOCTBIO
AAfL TIOATBEP/KACHUSA MOHOITCHHOTO IeHE3a 3a00AeBa-
uud. [leapro aannoro mccaepaoBanus OBIAO IIPOBEAE-
HIUE I€HETUYICCKON AMATHOCTUKU C HCIIOAB30BAHUEM
ITOAHOTE€HOMHOIO CEKBEHHPOBAHUSA y ACTEH C KAHMHI-
YECKUMH IIPOABACHUAMH T€HETHIECKNX 3200 AEBAHMUIT
IIOYCK.

MeToABI: B perpocriekTHBHOE HCCAEAOBAHUE BRKAFO-
geno 82 aerelt (34 maapunka, 48 AeBOUYCK), CpeAHUI
Bo3pact koropeix cocrasua 9,0 IQR: 3,0; 12,0) aer,
00cAeAOBaHHBIX B 1IepHOA ¢ AuBapsa 2020 mo Aekabpb
2023 rr. Becem marpenTaM OBIAO IIPOBEACHO ITOAHOTE-
HOMHOE CEKBEHIPOBAHHE C IEABIO BepU(UKAIIII IeHe-
THYECKOTO AHArHO32. TOABKO IIATOTCHHBIC I BEPOATHO
[IATOTCHHBIC TCHETHYECKNIE BAPHAHTHI, ACCOI[HIPOBAH-
HbIe ¢ PEHOTHITOM IAIIHEHTOB, PACCMATPUBAAKCD B Ka-
9eCTBE AHATHOCTHYCCKHX.

PesyapTaTer: AumaraoctupoBano 27 MOHOTEH-
HBIX 3200ACBAHUI ITOYEK, ACCOLUUPOBAHHBIX C Ba-
puanramu caeayrornux remax: COL4AA3, COL4A4,
COIL4A5, NPHS1, NPHS2, TRPC6, C3, ANLN,
COoQ8B, TRIMS, PAX2, CUBN, PC6, PKDI,
GATM, CEP164, TTC21B, INV'S, TMEMG67,
PKHD1, HNF16, CLCN5, AQP2, A'PR, UMOD,
SL.C34A43, BSND. CpeAan reHeTHYECKH-aCCOITIIPO-
BAHHBIX 3200ACBAHUI IIOYCK HANOOACE YACTHIMH SBASI-
Anch raomepyaomartuu (37,4%), BKAIO9As KOAAATCHOLIA-
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tin — cuHApoM Aabriopra 1, 2, 3A, 3B tunos (19,3%)
U CTEPOUA-PE3UCTCHTHBIN HE(DPOTHIECKHI CHHAPOM
(CPHC)/raomepyaspaas nporennypust (18,1%). C He-
CKOABKO MEHBIIIEH 4aCTOTOM BePH(UIIIPOBAHBI IIHANO-
matun (31,3%), BKArOUas ayTOCOMHO-AOMUHAHTHYIO IT0-
AMKHCTO3HYIO O0Ae3nb nouek (15,7%), nepponodrns
2, 11, 12, 15 tunos (7,2%), ayroCOMHO-PEIIECCUBHYIO
IIOAUKHICTO3HYIO O0Ae3Hb mouek (4,8%) n HNF1B-
accormuposannyio nedpomatuio (3,6%). I'ermernde-
CKHH AHATHO3 TyOyAOIIATHI OBIA ITOATBEP:KACH Y 21,7%
IAITUEHTOB, BRAFOYasA AUCTAABHBIA ITIOUEIHBI TYOYAAP-
HBIA artuA03 2, 3, 4 tunos (4,8%), cuaapom Parkorn
1, 4, 5 tunos (4,8%), 60ae3up Aenra T 1 (3,6%),
nedporennsiii Hecaxapusi Anaber 1 u 2 tunos (3,
6%), UMOD-acconuupoBaHHYIO ayTOCOMHO-AOMHU-
HAHTHYIO TyOYAOHHTEPCTUIIHAABHYIO OOAEC3HB IIOYCK
(2,4%), rurrocpocparemmrdeckmii paxuT C IUIEPKAAD-
nuypueit (1,2%) u cuaapom baprrepa IV tur (1,2%).
MoAeKyAAPHBII AHATHO3 BPOKACHHBIX AHOMAANH TTOYEK
U MOYEBBIBOAAIINX IIYTEH OBIA IIOATBEPHKACH y 6%
HAI[HCHTOB.

3akarouenne: Cpean AeTeil ¢ MOHOTEHHBIMH 3a-
O6OAEBAHUAME ITOYEK, BEPU(MDUIUPOBAHHBIMU IIPH
IIOAHOT€HOMHOM CEKBEHHPOBAHHN HANDOAEE YaCTBIMU
sBAsianch koararenonatun u CPHC/ raomepyasipaas
IIPOTEUHYPHS, IIOYTH B TPETH CAYYAEB BBIABACHBI IIH-
AVOIIATHUH, TCHCTUYCCKUH AMATHO3 TYOYAOIATHH OBIA
HIOATBEPIKACH B K&XKAOM IIITOM cAy4ae. [loarHoreHOM-
HOE CEKBEHHUPOBAHNE IIO3BOAAECT YCTAHOBUTD TOYHBII
IEHETHYCCKHUIT AHATHO3, Pa3pabOTaTh HHAUBUAYAAU-
3UPOBAHHBIC CTPATETUH ACYCHHSA, IPOBECTU CKPUHITHT
POACTBEHHHKOB 13 IPYIIIIBI PUCKA H OLCHHTH IIPOTHO3
IIPOIPECCHPOBAHISA 3200ACBAHNSA IIOUCK.

KnuHuko-reHeTMYeCKas XapaKTEPUCTUKA U MOYEYHbIE UCXOADI
WT1-accounnpoBaHHOM romepynonatuu y geTeit

A.B. Tonunii (anastasia_topchiy@mail.ru), E.H. ConogoBHukoBa?, J1.C. [puxoguHa-3
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Clinical and genetic characteristics and kidney outcomes of WT1-associated

glomerulopathy in children

A.V. Topchii® (anastasia_topchiy@mail.ru), E.N. Solodovnikova?, L.S. Prikhodina3
1 Pirogov Russian National Research Medical University, Veltischev Research Clinical Institute for Pediatrics and

Pediatric Surgery, Moscow
2 Research Centre for Medical Genetics, Moscow

3 Russian Medical Academy of Continuous Professional Education, Moscow

AxrtyaspHOCTB IPpoGAeMBI. [ [aToreHHEIE BAPHAHTEI
B rene W17y aereit MOIyT OBITh ACCOIMIPOBAHBI C ITATO-
Aormeii mouek B BuAe Heppormaeckoro cuaapoma (HC)
T 4 (OMIM # 256370) nAn B cocTaBe CHHAPOMOB
Aenuc-Aparr (OMIM # 194080) u ®paiizep (OMIM
# 136680). I'er WT'1 koanpyer AHK-cBsaspBarormit
OCAOK — TPAHCKPUIIIIIOHHBIN (haKTOP, OTBETCTBEHHBII
3a HOPMUPOBAHUE ITOYCK, MOUCBBIBOAAIIIHX Iy TEH, I10-
AOBBIX KEAE3 U ME30TEANAABHON TKAHU BO BPEMS M-
Opuorenesa.

IHear paborpr. Omnmncarh KAUHHYECKHE U MO-
AeKyAspHO-TeHeTH4Yeckue ocobennoctu WT'T-
4CCOIIMUPOBAHHON IAOMEPYAOILATHH § POCCHICKON
KOTOPTBI ACTEH, OLIEHUTD IIOYEUHBIE HCXOABI U 3 dek-
THBHOCTb AHTUIIPOTEHHYPUIECKOH TEPAITNHL.

Marepuasbl 1 METOABI HCCA€AOBaHUA. B perpo-
IIPOCHEKTUBHOE OAHOILIEHTPOBOE HCCAGAOBAHHE OBIAK
BKAIOYCHEL 9 ACTEH € TAOMEPYAOIIATHEN, ACCOLUUPO-
BAHHOH C IIATOTEHHBIMU U BEPOATHO ITATOICHHBIMHU
BapuanTamn B reme W7, Meanana Bospacra Aeteit
Ha MOMEHT IIEPBUYHOIO OOCACAOBAHHA COCTaBUAA 3.7
(MKP: 1.5; 11.3) Aer; Ha MOMEHT ITOCAEAHETO OOCAEAO-
Bamus — 10.9 (MKP: 7.4; 14.9) aer. Meanana 1mpoaoa-
KHTEAPHOCTH HAOATOACHHSA 32 ITAIINEHTAMH COCTABHAQ
38.0 (MKP: 13.0; 107.0) mec. Beem aetsam Obrao mpose-
ACHO KAHHHKO-A2DOPATOPHOE OOCACAOBAHIE C OIIPEAC-
aernem pacueraort CK® (pCK®) o dopmyae CKiD
U25 AAfL OLICHKH IIOYEUHBIX HCXOAOB. MoAeKyAspHO-
IEHETUIECKOE NCCACAOBAHIE IIPOBOAUAOCH BCEM ACTAM:
cexperuposanue 1o Correpy (n=5), CCKBEHUPOBAHIC
IIAHEAH T€HOB (N=3), IIOAHOE CEKBEHUPOBAHIE 9K30Ma
(n=1).

IToayuennsie pesyabTarsl. Manndecranns 3a60-
aesanns B Buae HC mabaroaanacs y 7 (77.8%) Aerei
B Bospacre 24.0 (KP: 9.0; 147.0) mec. u B BuAe nporen-
nypnu —y 2 (22.2%) marmenTos B Bozpacte 24 1 36 mec.
AprepruarbHasd runepreHsua ormedasach y 6 (66.7%)
A€TEH IIPH HMEPBHYHOM ODCAECAOBAHHU B OTACACHHI
nedpororun Mucruryra Beavruresa. Hedppobuor-

cus BeoAHeHa 4 (44.4%) manmenTaM CO CTEPOUA-
pesucrentaeiM HC, y Becex BoIABACH (pOKaABHO-CET-
MEHTAPHBIA TAOMEpyAOCKAepO3. Omyxoas Brabmca
naenTuduimposana y 3 (33.3%) manmentos (Bospacr
medppakromun — 11, 13, 56 mec.). V 4 u3 5 (80%) ae-
BOYEK BRIABACH Kapuotuil 46,XY 1 AUCTeHE3Hs FOHAA,
B CBAI3M C YEM BCEM ITPOBEACHA ITPEBEHTHBHASN TOHAAIK-
tomus. Y 2 u3 4 (50%) MaABIHKOB BEIABASAACH AHICTC-
HE3WA TOHAA. XHPYPIHUECKad KOPPEKIHUA TOA OBIAG
nposeacHa 3 u3 6 (50%) AeTAM ¢ BBIABACHHOI AHCre-
Hesuel roHaA. MoAekyAspHO-TeHeTHYecKas Bepudu-
KaITUA ANaraosa mposeAeHa B sospacre 78.0 mec. (MIKP:
34.0; 152.0), xoTopas HAeHTH(PUIUPOBAAA BAPUAHTEL
B uaTpoHe 9 (n=5), nuTpone 6 (n=1) u sxk30me 9 (n=3)
reaa WTT1.V 5 (55.6%) aereit Obia Bepuduuposan
cuaapom Ppaiizepa, y 4 (44.4%) manueHTOB — CHHAPOM
Aennc-Aparrr. Bee margeHTsr IOAYIaAH TEPAIINIO NH-
THOHTOPAMH AHIIOTECH3UH-ITPEBPAIIIAIOIIErO hepMeHTA
(mAII®) B p03e 0.28 (VIKP: 0.14; 0.43) mr/xr/cyr. man
OaoxaTopamu pererrtopos K aurumorensuny-11 (bPA)
B A03e 0.89 mr/xr/cyr. He BBIABACHO 3HAYMMBIX pa3-
Amuni ypoBHA nporennypuu Ha tepannn nAllD
u BPA mpu mepBUYHOM U IOCACAHEM OOCACAOBAHNI
marmentos: 1.36 (MKP: 0.76; 3.89) mp. 2.53 (MKP: 0.91;
3.24) v/m?/cyr. (p=0.84). VcranosaeHo nporpeccupy-
rfornee carkenue pCK® npu nepBUYHOM 1 IIOCACAHEM
obcaeaoBarnn marertos: 67.9 (MKP: 53.0; 70.0) mp.
35.9 (MKP: 22.0; 71.0) ma/mur/1.73 M2 (p=0.129). Xpo-
Hrrgeckas OOAE3Hb IMOYCK 5 cTaAmH HabAroaaAach y 1
(11.1%) mamnuenta.

3axarouennue. B crpyxrype W1'7-acconuupoBaHHbIx
raomepysonaTuii cuaapom Pparisepa BesiBACH y 55.6%
Aereit, cuaApoM Aennc-Apamt — y 44.4% manneHTOB.
[TpoBoanmas teparmsa uAll® u BPA ne npuBoanaa
K CHIKEHHIO IpoTenHypun n cradbmansannn pCK.
[Mammentam ¢ W1'7-acconnnpoBaHHEIME TAOMEPY-
AoraTuAME HeoOXoAnMa 3 DEKTUBHAA TePAIIU, Ha-
IIPABACHHAS HA CHIDKCHECE TEMIIOB IIPOIPECCUPOBAHIA
3200AEBAHUA.
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CpaBHHTENbHBIM QHANU3 OCTPO HEPPOTOKCMYHOCTH, ACCOLUMPOBAHHOM
C MHTMOUTOPAMM KANbLMHEBPHUHA, Y AETEN C MOHOTEHHbIM
M MEMONATUYECKMM CTEPOUA-PE3UCTEHTHBIM HEPPOTUYECKMM CUHAPOMOM

A.M. XoxnoBa (annkechina@gmail.com), J1.C. lpuxoamHa

HayuHo-uccnepoBatenbCkuii KTMHUYECKNI MHCTUTYT NeANaTPUN U [ETCKOK XUPYPruM MEeHU akafieMuka
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Comparative analysis of acute calcineurin inhibitors induced nephrotoxicity
in children with monogenic and non-genetic steroid-resistant nephrotic syndrome

A.M. Khokhlova (annkechina@gmail.com), L.S. Prikhodina

Veltishev Research & Clinical Institute for Pediatrics and Children Surgery,
Pirogov Russian National Research Medical University, Moscow

AKTyaABHOCTH IPOGAEMBI: HHIHOUTOPH! KAABIIN-
unespuna (MIKH) paccmatpusarorcsa B kadecTse IIEPBOI
AMHUH HIMMYHOCYIIPECCHBHON TEPAIIUN HAHOIIATH-
YECKOTO CTEPOMA-PE3UCTEHTHOIO HEPPOTUIECKOTO
cuaapoma (CPHC) y aereit. CoraacHo mocaeAHIM
AaHHBIM, Teparms VIKH Taxxe mpuBOAUT K HHAYKITAN
PEMECCHH U YAYYIICHUIO IIOYCYHBIX HCXOAOB y AeTel
¢ monorenrsiM CPHC. OAHIM 13 OCHOBHBIX ITOOOYHBIX
apdekrop Teparnn VIKH asaserca passurune MIKH-
acconuupoBaHHoIl ocrpoit Hedporokcuanocru (VMIKH-
OHT), gactora 1 xapakrep Te4eHHA KOTOPOH y ACTEH
¢ moHorexusM 1 nanonatadeckum CPHC ocrarores
HEH3BECTHBIMU.

IleAp mccaeAOBAHMA: TIPOBECTH CPABHUTEABHBII
aHaAu3 4actoTel u xapakrepa tedenus MIKH-OHT
y Aeteit ¢ moHoreHHbIM 1 uAuonarnaeckum CPHC.

MarepraAsbl I METOABI: B PCTPOCICKTUBHOC
OAHOIICHTPOBOE MCCACAOBAHHE BKAIOYECHO 28 AeTeit
(17 aeBouek, 11 maabumkos) ¢ monorenusm (n=11)
u manomarudeckuM (n1=17) CPHC ¢ ®CI'C, pocrur-
HYBIIHX peMuccHA K 12 MecsraM Teparun IUKAOCIIO-
punom A (LcA). V manmenTos ¢ monorennsiv CPHC
BepuUIUPOBAHEL ITATOTCHHBIC BAPHAHTEL B CACAVIO-
mux rerax: LMXTB (n=3), NPHS2 (n=2), COL4.A43
(n=1), (3 (n=1), ANLN (n=1), CRB2 (n=1), LAMB?
(n=1), SGPLT (n=1). MKH-OHT ompeaeasracs mpu
IIOBBIIICHUH YPOBHA KPEATHHIHA KPOBU OOAce, UeM
ma 30% 110 CpaBHEHHIO C HCXOAHBIM, Ha TEpPAINU
LIcA.

IToAyueHHBIE Pe3yABTATHL: BO3pacT MaHH(ECTA-
muu CPHC (6,9 mp. 5,8 aet), AAHTEABHOCTD 3200A€EBA-
nua Ao HadaAa Tepanuu FIKH (8,0 mp. 7,0 mec.), uc-
XOAHBIC 3HAYCHHA PACUCTHOH CKOPOCTH KAYOOYKOBOI
uavrparmu (pCKP) (119,0 mp. 96,1 ma/mur/1,73 m2),
Aoza LIcA per os (4,2 p. 5,0 mr/kr/cyr) u yposess Hy-
Aesoit kourenTparm LIcA B kposu (Cjp1c4) (138,0 mp.
116,1 Hr/MA) Ha MOMEHT CTAPTA TEPAITHH, A TAKAKE OOIIAs
AarreapHOCTD Teparmu LIcA (23,0 mp. 24,0 mec.) Opian
COIOCTABUMBI B ABYX Ipymmax marnuentos (p>0,05). Ya-
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crora MUKH-OHT (90,9% 1p. 76,5%; p=0,62), BkArO-
gas gacrory IKH-OHT B mepBrie 6 MecALIEB Teparrim
LicA (60,0% mp. 61,5%; p>0,999) y aereit ¢ MonoreH-
ubeM 1 manonatndeckum CPHC Gpiaa corocraBuma.
He BBIABAGHO CTATHCTHYECKH 3HAYUMBIX PA3AHYHI
B A03e LIcA peros (5,2 rp. 5,3 mr/xr/cyr; p>0,999) u C,,
1ea (120,0 mmp. 128,5 mr/ma; p>0,999), mporiente Hapac-
TaHUSA YPOBHA KpeaTHHuHa Kpou u cHkeHus pCKO
II0 CPABHEHUIO C UCXOAHBIMH 3HAaueHHAMHU (306,5%
up. 40,5%; p=0,337; 24,0% mp. 26,0%; p=0,616, co-
OTBETCTBEHHO), 4 TAK/KE B ITPOIICHTE ACTEH C ITOBBIIIIE-
HHEM YPOBHA KpeaTMHHHA KpoBH OoAee, yem Ha 50%
IO CPABHEHMIO C NCXOAHBIME 3HaueHHAMHT (60,0% 11p.
09,2%; p=0,685) Bo Bpema IKH-OHT B AByx rpymimax
marmenToB. He 0OHapykeHO CTaTHCTHIECKN 3HAYMMBIX
PA3AHYNI B IPYIIIAX ACTCH C MOHOTCHHEIM I HAHO-
natuueckum CPHC B mpornente napacranusa ypoBus
kpeatnHuHa Kposu U cHrxenus pCK®P 1o cpaBHeHMIO
C MCXOAHBIME 3HaYeHHAME (26,5%0 11p. 14,2%; p=0,445;
5,7% up. 3,2%0; p=0,835, COOTBETCTBEHHO) IIOCAE IIPOBE-
Aerns koppexnuu Ao3sr IKH, aTo TpeboBaro ormeHsr
tepamuu. Yacrora HeobpaTumoro cumkenus pCKO
nocae orMmensl MKH B cBasu ¢ MKH-OHT y aereit
¢ monorenubim 1 manonarideckuM CPHC rakixke Opraa
conocrasuma (36,5% mp. 35,3%; p>0,999).

BriBoapr: gacrora u xapakrep tedenns IKH-OHT,
a TAKKe AMHAMHKA ITOKa3aTeAeH (PHABTPAIIMOHHOMN
dynxrmn nodek mocae ormenst IKH y aereit ¢ Mono-
rerbiM CPHC He oTAHYaACH OT TAKOBBIX Y HALIUEHTOB
c manonarmdeckuM CPHC, wro rmossoaser paccmarpu-
BaTh VIKH B kauecTBe BO3MOKHON HHAYKITHOHHOH Tepa-
i Mouorerroro CPHC. Bercokas gacrora passurus
NKH-OHT (60aee 70%) u accorrmposaraoro ¢ MIKH-
OHT neobparumoro camxerns pCKD (6oaee 30%)
B OOEHX IPYIIIAX ITAIIHEHTOB ITOAYEPKUBAET HEOOXO-
AHMOCTB TIIIATEABHOTO MOHHTOPHPOBAHHSA YPOBHA Kpe-
arnnuna kposu 1 CO LlcA ma teparmu MIKH ¢ neasro
IIPOBEACHHS CBOEBPEMEHHOMN KOPPEKIIU AO3BI HAH OT-
menbl Teparn VIKH.
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Gastroduodenal pathology in patients with chronic kidney disease:

endoscopic and morphological features
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AKTyaABHOCTB IPOOAEMBI. YV IIAIIMEHTOB, CTPAAA-
IOIINX XPOHUYECKOH OoAesHbro mouex (XbIT), gacto
HAOATOAQIOTCSH CEPACIHO-COCYAUCTBIC HAPYIIICHESA, M-
HEPAABHO-KOCTHBIE PACCTPOMCTBA, HYTPUTUBHBIE ACDH-
LIUTEL, PA3HOOOPA3HBIE METAOOAHYICCKIE 3a00ACBAHIS,
aHeMHA, HEPBHO-IICUXHYECKIE 3200ACBAHNIA, 4 TAKKE
3a00AeBaHmA KeAyAOUHO-KHIeuroro Tpakta (ZKKT).
VcranoBaeHo, uto nopaxenus Bepxaux oTaeAos ZKKT
BCTPEYAIOTCA ¥ DOABHBIX C IIOYEYHON HEAOCTATOUHO-
CTBIO 9aIlle, YeM CpeAn HaceaeHud B meAoM. C mpo-
rpeccuposarneM XbBII yBeamdmBaeTca BEpOATHOCTD
nopaxenusa Bepxunx otaeroB /KKT, koropeie xapax-
TEPHU3YIOTCA OOPA3OBAHIEM SPO3UBHBIX H HEIPO3UBHBIX
IIATOAOTMYECKUX n3MeHeH . Bricokas pacpocrpanen-
HOCTb U CAOXKHOCTD TCPAIIHH, CBS3AHHBIC B OCHOBHOM
C AOCTIKEHHEM PEMUCCHH IIPH ITATOAOIUAX IACTPOAY-
OACHAABHOH 30HBI, YKA3BIBAIOT HA AKTYAABHOCTH KOM-
IIAEKCHOI'O U YTAYOACHHOIO HCCACAOBAHUS ITOPAKCHII
Bepxuux oTAeAoB KKT y mannenToB ¢ XpoHndeckoit
[IOYEYHOMN ITATOAOIHCH.

IHeap pabotel. M3yduTs 9HAOCKOIIIYECKHE X MOP-
dororuueckre 0COOEHHOCTH IaCTPOAYOACHAABHOM
ITATOAOTHH Y ImarenTos ¢ XBIL

Marepuasbl 1 METOABI HCCAEAOBAHUA. B oTKpEHI-
TOM KAHHHYECKOM HCCACAOBAHUU IIPUHAAN YIACTHE
269 manmentos ¢ XbI1 u comyrcrByroImeH racTpoAyoAe-
HAABHOM ITATOAOTHEH, CPEAN HIX KEHIIIIHBI COCTABUAN
44 %, myacannasr — 56 %. Meanana Bo3pacTa cOCTaBHAL
64 (54,0-70,0) roaa. Kpurepun BkarodeHms: Bo3pacr
marueHToB oT 18 A0 74 AeT BKAFOUUTEABHO, HAAMYHE
XBIT C3-C5A, ractpoayoAeHaAbHaAs maToAorus. B 3a-
Brcumoctu ot craanu XbIT obras koropra manueHToB
Obraa pasaeacHa Ha 3 rpymmsk 1 rpymma (n=90) — ma-
muentst ¢ XBIT C3 (CK® — 30-59 ma/mun/1,73 m2); 11
rpymma (n=84) — marmentst ¢ XbI1 C4-C5 (CK® menee
29 ma/mun/1,73 M2), 111 rpynmma (n=95) — manmeHTs
¢ XBIT C5A (manmeHTeL, MOAYYAIOIIIE 3aAMCCTHTCABHYIO

HIOYEUHYIO TEPAIINIO Ha IPOIPAMMHOM I€MOAHAAN3E).
CdopMupOBaHHbIE TPYIIIEL CTATUCTHYCCKH 3HAYIMBIX
Pa3AMYMIl 110 TIOAY U BO3PACTy HE HMeAH. AAfA ITOA-
TBEpKACHNA 3a00AeBannil BepxHux oTAeA0B JKKT
mocAe HH(MOPMHUPOBAHUA ITAIINEHTOB O IIEAAX H BO3-
MOZKHBIX OCAOKHEHHAX HHBA3HMBHOIO MCCACAOBAHIA
poBoAnAn azodaroracrpoayoserockonmio (DIAC)
¢ 3a00pom Onorcuiinoro Marepuasa. B xagecrse ru-
CTOAOTHYECKOH OIEHKN IPUMEHAAH IIPOTHOCTHYECKYIO
cucremy OLGA ¢ ncrioAb3oBanmem BU3yaAbHO-aHAAO-
TOBOI IITKAABI OIICHKH MOP(OAOTHIECKUX N3MEHEHUI
CAM3HCTON 000AOUKH KeAyAKa. CTereHp racTpura
OILICHUBAAM B OHOIITATAX IO COBOKYIIHON MHTEHCHB-
HOCTH AUM(OIIAA3MOIUTAPHON U ACHKOIIMTAPHOI
nuduapTpanny. CTATHCTUYECKHH aHAAH3 OBIA IIPO-
BEAEH C HCITOAB3OBAHIEM ITPOIPAMMHOIO obecrieye-
nnd StatTech 2 4.8.1 (paspaborank — OOO «Crarrexy,
Poccus).

ITosyueHHBIE pe3yABTATHI. Y HAIHEHTOB | rpyImss
IIPH 3HAOCKOIIMYECKOM HCCAEAOBAHHH IIOPAKEHUE
CAHBHCTON ODOAOYKH KEAYAKA B BUAE DPO3HIH OBIAO
ycranosAeHO y 15 (23%) mamumenTos. [Ipn stom A3
xeayaka m AITK obrapyxeno me 6p1r0. ¥V 47 (55,9%)
arenToB 11 rpyIITer ObIAN BEIABAEHBI 9PO3UBHO-A3BEH-
HBIE IOPAKEHNA F'ACTPOAYOACHAABHOM 30HEI. [TocThs3-
BEHHBIC PyOLIBI CAHSHCTON 000A0UKH KeAyAKa i ATTK
obmapyxensr y 12 (14,3%) marpenToB. Y manuenTos
III rpymmmsr AOASL 3PO3UBHO-A3BEHHBIX ITOPAKEHUI CO-
crasuaa 47,5%. Ilocrpassennsie pyorsr AIIK Obran
sorABAeHH! Y 10,6% nannenrtos. Tak, sposuBHbIE 110-
PaKEHUA CAUZUCTON OOOAOUKHI KEAYAKA C DOAEE 3HA-
YIMOM YaCTOTOM OBIAM OIIPEAEAEHH! Y manuenTos 11
u III rpynm 1o cpaBHEHHUIO € ImarmeHTamMu I rpymnmst
(41,7% 05 16,7%, p=0,0003; 35,8% 25 16,7%, p=0,0029),
a sposun camsnctoi oboroukn AIIK —y maruerros 111

IpyIIIe B cpapHeHNH ¢ manuerTamu I o II rpymm, co-
otBeTcTBEHHO, (9,5% 25 2,2%, p=0,0287; 9,5% 05 7,1%,
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p=0,5022). PesyapraTsr MOPOAOIHIECKOIO HCCACAO-
BAHHA MATEPUAAOB OHOIICHI CAUSHCTON OOOAOUKH #Ke-
ayaka u AI'IK moxasaan, aro y marwentos 11 u 111 rpymm
IIpe0OAAAACT BEIPAKEHHAS ACHKOIINTAPHASL HH(HABTPA-
1A Bo Beex otAeAax weayaka n AITK. Arpodnaeckie
M3MEHCHHA CAH3HCTON OOOAOYKH KEAYAKA BHIIBACHEI
Anib y 4 (1,5%) marpmeHToB Beex Tpex IPYIIL.
3axarouenne. C nporpeccuposanuem XbIT maro-
AOTHSA TaCTPOAYOACHAABHOI 30HBI IIPHOOPETAET CBOU
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ocobernoctu. V maruentos ¢ XBIT C4-5A mpeob-
AAAQIOT 3PO3MBHO-A3BEHHBIC ITOPAKEHNA TACTPOAY-
OAEHAABHOI 30HEL. PaHHAA AMATHOCTHKA M TEPaIIHA
raCTPOAYOACHAABHOM ITATOAOTHH y HarnneHToB ¢ XBI1
ITO3BOAAT CBOEBPEMEHHO ITPEAYIIPEAUTD PA3BUTHE HKe-
AYAOYHO-KHITIEYHBIX OCAOKHEHHUH, YAYUIITHTD KAYECTBO
KU3HH H OCYIIECTBHTH ITEPCOHAAU3HPOBAHHBIN ITOAXOA
B AHATHOCTHYCCKOM U ACICOHOM TAKTHKE BCACHUS STHX
HIAIUEHTOB.

Nephroprotective treatment with dapagliflozin in patients

with diabetic kidney disease

O.N. Sharapov -2 (olim.sharapov@mail.ru), Sh.S. Abdullaev2
1 Republican Specialized Scientific Practical Medical Center of Nephrology and Kidney transplantation,

Tashkent, Uzbekistan

2 Tashkent Pediatric Medical Institute, Tashkent, Uzbekistan

The relevance of the problem. Albuminuria
in patients with diabetes presents a higher risk for
adverse renal and cardiovascular (CV) outcomes. Sodium
glucose co-transporter 2 (SGLT2) inhibitors demonstrate
improved albuminuria and reduces the risk of end-stage
renal disease in patients with chronic kidney disease.

The study aim was the impact of the SGLT2
inhibitor dapagliflozin on urine albumin-to-creatinine
ratio (UACR) and GFR decline.

Materials and methods. In the single center trial,
total 132 participants with CKD and type 2 diabetes
(I2D) were randomly assigned to dapagliflozin (n=78)
10 mg once daily or placebo (n=54). Kidney inclusion
criteria were eGFR 30-60 ml/min/1.73 m? and any
UACR. The primary end point was a composite of
sustained decline in eGFR >50%, end-stage renal
disease, or kidney or cardiovascular death. Percentage
of treatment difference was estimated by geometric
mean ratio for the overall cohort and by eGFR and
UACR subgroups. Progtession/regression of UACR
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were assessed. Hazatrd ratios, 95% confidence intervals
(CI), and p-values were estimated by Cox proportional
hazards model.

Results. Median baseline eGFR was
42.3 ml/min/1.73 m2, with 5% at <30 ml/min/1.73 m2.
At baseline, median UACR was 103 mg/g, and 1/4 of
patients had normoalbuminuria, 2/4 had micro, and
1/4 had macroalbuminuria. Median follow up was
18 months. The UACR difference for dapagliflozin os
placebo was -25.1% (95% CI -27.5, -23.2; p<0.001).
Reductions were similar across eGFRs. In UACR
30-299 mg/g and >300 mg/g, reductions were
significant in dapagliflozin (p<0.001). Progression risk
was lower and regression risk higher in dapagliflozin vs
placebo (p<0.001).

Conclusion. Dapagliflozin significantly slowed long-
term eGFR decline in patients with CKD with T2D
compared with placebo, and significantly reduced UACR
and had favorable effects on UACR progression and
regression.

[nomepynspHas MUKPOAHIMONATHS: STUONOTMYECKAS CTPYKTYPA

M KIIMHUKO-MOPPONOrMIECKAs XAPAKTEPUCTMKA
A.B. Crapukos (dmitrij.starikov.6991@gmail.com), E.C. Ctronapesuy

F'bY3 «lopoackas knuHuyeckas 6onbHuya No 52» J3M,

123182, MockBa, yn. lNexotHas, 4. 3, Poccuiickas ®egepauus

Glomerular microangiopathy:

etiological structure and clinical and morphological characteristics
D.V. Starikov (dmitrij.starikov.6991@gmail.com), E.S. Stolyarevich
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BBeaeHme: raoMepyAfpHas MHKPOAHTHOIATUA
(I'MA) — peaxuii BApHaHT HOYEIHON TPOMOOTHIECKOM
mukpoarruonatua (TMA) ¢ H30AnPOBaHHBIM ITOpaKe-
HHEM TAOMEPYAAPHOro ammapara. AanHas maToAorusa
ABASACTCH 9THOAOTHYCCKI [ETEPOrCHHON U MAAOU3YICH-
HOI, IIpU 9TOM (10 PAAY IIPUYUHH, IIPEKAC BCETO B CBAZH
¢ mMpoKUM rpumMenHerneM aHTu-VEGE Tepanmm B Ae-
YCHHM OHKOAOTHYECKUX 3a00ACBAHUIT) BCE YAITIE BCTPE-
YAETCA B KAMHUYECKOH IIPAKTHKE.

IHeap paboOTBI: LIEABIO 9TOTO UCCACAOBAHUSA ABAS-
ercsl OIICHKA KAMHUKO-MOP(OAOTHYECKAX XaPAKTEPH-
CTHK H 9THOAOTIIECKOM CTPYKTYPhI AAHHOH IIATOAOTHH.

MarepraAbl I METOABI: B HCCACAOBAHEE OBIAL
BKAFOUEHBI ITAITMEHTHI ¢ MOPGOAOTHYECKH BeprduIiy-
posaruoi IMA (n=20), AATHOCTHPOBAHHOH B IIEPHOA
¢ 2015 mo 2024 r. I'mcrororugeckoe HCCACAOBAHIE
TKAHU IHOYKH BKAFOYAAO IIPOBEACHHE CBETOBOM MHKPO-
CKOIIMU U IMMYHO(AIOOPECIIEHTHOIO HCCACAOBAHUAL
AAfl CBETOBOH MUKPOCKOITHH HCIIOAB30BAAMCH CPE3BI
JukcupoBaHHOI (HOPMAANHOM U 3aANTOH B apadux
TKAHU TOAIIHHOM 3 MKM, OKPAIIICHHBIC I€MATOKCHAH-
HOM U 203uHOM, PAS, Tpuxpomom o Maccony. Mwm-
MYHO(DAIOOPECLIEHTHOE UCCACAOBAHIE BEIIIOAHAAOCDH
Ha CBEKE3aAMOPOKECHHBIX CPE3aX TOAIIMHOM 4 MKM C 1c-
noAp3oBannem FITC-KOHBIOrIPOBAHHEIX AHTHTEA K Ue-
aoseuecknm IgA, IgG, IgM, C3c, aerkum nersam kappa
u lambda (Dako, Aamms). I'uctorormdgeckoe mecaeao-
BAHUE TKAHU IIOYKU OBIAO BBIITOAHECHO B IIATOAOTOAHA-
tTommaeckoM otAeaeHun I'bY «'opoackas kauHIIecKas
6oaprnIa Ne52 AemapramenTa 3ApaBOOXPAHEHHA IO-
poaa Mocksbp. OIeHKa KAMHIYECKIX XaPAKTEPUCTHK
IIPOBOAMAACH HA OCHOBAHIH AAHHBIX, IIPEACTABACHHBIX
B HAIIPABACHUU HA THICTOAOIHYECKOE HCCACAOBAHUEC.

PesyabTaThl: TuIHYHBIE MOP(OAOTHYECKHE IIPO-
ABACHHSA B NCCACAYEMOI IpyIIre (Ha OCHOBAHHH Pas3-
AMYHBIX KOMOMHAIHMI KOTOPBIX yCTAHABAHBAACHA
Amarao3 I'MA): 5HAOTEAHO3, SHAOKAIIMAASPHAA TH-
IIEPKACTOYHOCTD, (PUOPUHOBBIC TPOMOBI B IIPOCBETAX
KAITHAAAPHBIX IIETEAD, IICEBAOTPOMOBI, ME3AHTHOAN3,
q)parMeHTHpOBaHHbIC SPI/ITPOHI/ITBI B MCSQHI‘I/II/H/I/CY—
09HAOTEANAABHOM IIPOCTPAHCTBE, ABOMHBIC KOHTYPBI
TAOMEPYASPHBIX OA3aABHBIX MEMOPAH.

Vaeapuerit Bec 'MA B o0rmieit crpyxrype mopdo-
Aoruueckn Bepudrmuposarnoit TMA cocrasua 13 %
(marusubre, n=200) n 0.18 % B obreit cTpyKType maTo-
Aoruu HaTHBHOM rfoukn (n=14501).

HanGoaee pacmpocTpaHeHHBIMH 9THOAOTHYE-
cxkuMu (HAKTOPAMH B HAIIIEM HCCACAOBAHHH CTAAM:
tepanua axTu-VEGE npemaparamu (6esannsyma0)
(n=10; 38,5 %), arAOreHHAs TPAHCIAAHTAIIHA TEMOIIO-
srugeckux ctBOAOBBIX KaeTok (TI'CK) (n=5; 19,2%),
POEMS-cunapom (n=2; 7,7%). Apyrue npeanoaarae-

Ta6bnuua

Wccnepyemble nokasartenun 3HaueHusA B rpynne

12/26 (46 %)

Mon, my»ckoi, n (%)

Bo3pacT Ha MOMEHT ANarHOCTUKM, rogbl,

cpepHee +/-SD (ananasoH) 44,19 +/-17,33 (10~71)

16 (61,5%)
25 (96%)

ApTepuranbHas runepteHsus, n (%)
MpotenHypus, n (%)

MpoTenHypus, megmana [UKP],

(AranasoH), r/cyTku [

HapyuweHune ¢pyHkumm nouek (pCKO <60
mn/muH/1.73 m2 CKD-EPI), n (%)

KpeaTuHuH cbiBopoTKM, MeanaHa [VIKP],
(amanasoH), MKMonb/n

17 (65,4%)

141 [143,025] (65~479)

MATA, n (%) 5(19,2%)
Tpomb6ouuToneHus, n (%) 6 (23%)
Hedpotuuecknn cungpom, n (%) 4 (15,4%)

Mble IpudarHel/ Tprrreps (n=9; 34,6%) BrAroyaan: Oe-
peMeHHOCTD, ocaokHeHHAs peakaamircueii (1), MGRS
(He-POEMS) (2), mporuBooIyxoAeBas Teparus (AOK-
copyounun) (1), Tokcuusl (3THAEHTAHKOAB) (1), Bak-
nuaanus (1). B 3 caygasx HpI/I‘II/IHy/ TPHUITEP BBIABUTH
HE YAQAOCE.

[Toa, Bo3pact, KAMHIYIECKHE XaPaKTEPUCTUKH ITPEA-
CTaBAEHBI B TADAHUIIE.

Cpeanntii Bozpacr marmentos ¢ I MA cocrasua 44,19
(+/-17,33) [10~71] aer. CpeAn marmeHToB peodAasann
xermmasl (14/26, 53,8%). B kanandeckoil kaprune
npeodaarara ITY (96%), koropas cocrasuaa 1,6 [3,4225]
(0~6,03) r/cyr, oAHAKO, HEPPOTUIECCKUIT CHHAPOM
(HC) peako passuBascs y AAHHOM TPYIIIIBI TAITHCHTOB
(15,4%). boaee uem B moroBuHe caygaces (65,4%) or-
meuarocs cumxerne pCKD <60 ma/mun/1.73 M2
CKD-EPI, kpeaTuHUH CHIBOPOTKH KPOBH COCTABAAA
141 [143,025] (65~479) mxmoAb/A. YV 61,5% manmenrtos
BoraBAAAach Al I'emaTorormueckne mpossaenns TMA
(MUKPOAHTHOIIATHYCCKAS TEMOAUTHUYICCKAS AHCMUSA —
MAT'A, TpOMOOIIATOIICHISA) BBIABASAICH OTHOCHTEABHO
peako (19,2 m 23%, cooTBeTCTBEHHO).

3axarouenue: 'MA — peAknii BapuaHT IIOYEUHOI
TMA ¢ H30AHPOBAHHBIM ITOPAKEHIEM FTAOMEPYAAPHOTO
armapaTa, HAHOOAEE YACTHIMH IIPHYMHAMI KOTOPOTO
B HameM nccacaopaunu craan aHTa-VEGE teparms,
aanorenras TTKC u POEMS-cunapom. C touku 3pe-
HUA KAHHHYECKOH KAPTHHBI AAHHBIC ITAIIUCHTHL B I10-
AQBASFOIIIEM OOABIIHHCTBE CAY9IAEB IMEIOT PA3AMYHOI
CTEIEHH BBIPAKEHHOCTH ITPOTENHYPHIO (PEAKO, C pas-
surrem HC), HepeAko IMErOT movgeuHyro AMCOYHKITHFO
1 apTepuaAbHYIO ruieprensuro. I'ematororngeckme
mpossacHua TMA (MAT'A, rpoMbonnToneHns) peAko
BCTPEYAIOTCA § AAHHOM TPYIIIIBI IIAIIIEHTOB.
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AyTOCOMHO-BOMMHAHTHAS TYDYNO-MHTEPCTULMANBHAS
BonesHb noyek y pebeHKa: KNMHUYECKUI Cry4at

M.A. AuyeBa(marinayatseva@yandex.ru), T.B. BawypuHa, K.B. CaBoctesHOB, A.H. LipirnH
®rAY «<HMUL] 3gopoBbs geteii» MuHsgpasa Poccun, Mocksa

Autosomal dominant tubulointerstitial kidney disease in a child:

a clinical case

M.A. Yatseva (marinayatseva@yandex.ru), T.V. Vashurina, K.V. Savostyanov, A.N. Tsygin

National Medical Research Center for Children’s Health Federal state autonomous institution

of the Russian Federation Ministry of Health, Moscow

AxTyaApPHOCTE IIPOOGAEMBI. AyTOCOMHO-AOMH-
HAHTHAA TYOYAO-HHTEPCTUIIHAABHAA OOAC3HD IIOYCK
(AATBII) — 10 peAkoe reHeTHYecKn ACTEPMITHI-
posauHoe 3a00AeBanue. Ha ceropnsmamit AeHp 0OHa-
PY/KEHO MHOKECTBO '€HHBIX MYTAIIHIH, BHI3HIBAIOIIIIX
AATDBII B remax ypomoayanua (UMOD), peruma
(REN), mymuaa-1 (MUCT) u aaeproro dakropa re-
naronutos 18 (HNF7B). Kaunuaeckas kaptuna 3a-
Bucurt ot tuma myramun: AATBIT — UMOD BrisBana
myrarsamu B reae UMOD, KOARPYIOITIEM YPOMOAYARH,
U CBA32aHA C BBHICOKOH PACIIPOCTPAHEHHOCTHIO ITOA-
pOCTKOBOIT moAarpel. ITaToaorns mMeer caeayrorme
XaPAKTEPUCTUKN: MUHIMAABHAA IIPOTEHHYPHA (HAH €€
OTCYTCTBHUE), MEAACHHO IIPOIPECCUPYIOIIEE TEUEHUE
XPOHHYECKON DOAE3HU IOYEK C ACOIOTOM B IIOAPOCT-
KOBOM Bo3zpacte. PEAKO BO3MOKHBI MEAYAAAPHBIE KHCTHI,
1pu MOP(OAOTHYECKOM HCCACAOBAHUI HAOAIOAACTCA
KAPTHHA HECITEIN(PUIECKOTO TYOYAO-HHTEPCTUIHAAD-
HOro pudPO3a, BTOPUIHOIO TAOMEPYAOCKAEPO3a. bo-
A€3HDb XAPAKTEPHU3YETCA HOPMAABHBIM AHAAM30M MOYN
1 MEAAEHHO IIPOIPECCUPYIOIIIM CHIKEHIEM (DYHKITII
rovek. | urepypukemMus 9acTo IPUCyTCTBYET C PAHHETO
BO3PACTa, 4 ITOAArpa (B PE3YABTATE CHIKCHHSA BBIBEAC-
HUA MOYEBOI KHCAOTHI IIOYKAMH) pasBuBaercs y 55%
OOABHBIX C TCYCHIEM BPEMCHIL

Mz npeactaBasem kamangeckuit caygait AATBIT
y peOeHKa.

Anamues sxusan. Aesouxa A., 7 aer 8 mecanes.
Pebenok o1 3 GepemeHHOCTH (IIEPBBIE ABE 3aMEpIIIIE
B 14 HeaeAb U 7 HEACAD), IIPOTEKABIIIEH € IIOCTOSHHON
yrposoii npepusanud (¢ 20 HEAEAH — KPEaTHHHUH CHIB.
160 mrm/A). TIpu poKACHHI MAaCCO-POCTOBBIEC ITOKA-
3aTEAH COOTBETCTBOBaAM HOpMe. HacaeacTBeHHOCTB
110 3200AEBAHHAM IIOYEK OTATOIIEHA IT0 AMHUH MATEPH,
y OAMKAIIIIX POACTBEHHUKOB (IIpababka, AeA, Opar
A€Aa, MaTh, TeTA — POAHadA cecTpa Matepn) — [loaarpa,
XPOHHYECKUI TyOYAO-HHTEPCTUIIHAABHBIE HepUT
C HCXOAOM B XPOHHUYECKYIO IIOYEUHYIO HEAOCTATOY-
HOCTb.

Aunamvues 3a6oaeBanusa. B urome 2014 roaa,
B BO3pacCTe 7 AET, BIEPBBIE OOHAPY/KEHO ITOBBIIIIE-
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HHE YPOBHEN MOUeBON KUCAOTH (409 MKM/ A), MOUe-
BUHEHI (8,59 MMOAB/A) M CBIBOPOTOYHOIO KPEATHHHIHA
(73,6 mxmoab/ A, pCK® — 86,8 ma/Mun) 1pu orcyT-
CTBHH MOYEBOTIO CHHAPOMA.

[Ipu mepBoii rocuuTasnsanuu B HeppoAorude-
ckoe otaeaenne "HMUILI saopoBbs Aereir” B ampeae
2015 roaa (Bospact 7 Aer 8 Mec) cocTosHuE pebeHKa
OILIEHMBAAOCDH Kak crabuapHOe. Pusmdeckoe paspurne
BBIITIE CPEAHETO, rapmonmdHoe. [ lepudpepraeckue otexn
OTCYTCTBOBAAH. TOHBI CEPAIIA 3BYUHBIC, PUTMIYHBIC.
YCC 86 ya/mun, AA Ha pykax 105-110/58-60 mm pr.cr.
Mowuencryckanue cBoOOOAHOE, GesboaesHeHHOE. AabO-
paTopHO oTMedeHa rutepypukemus 388-426 MKMOAB/ A
B OTCYTCTBHH IIOBBIIIICHHON 9KCKPEITHMN MOYEBOI KHC-
Aotet ¢ Mouoit, pCK® 90-98 MA/MuH (KpeaTHHUH CBIB.
61-56 MkMOAB/ A). C y4€TOM ayTOCOMHO-AOMHHAHTHOTO
THIIA HACACAOBAHHA IIOYEUHON MATOAOTUH COTAACHO
AHAMHE3Y U PE3YABTATOB MOACKYAAPHO-TEHETHYECKOTO
nccaeposanud — mareAb NGS «Hacaeactsennsre 3a00-
Aesarusd rouek» (o1 02.10.18) (BbrABACHA ITATOrCHHAS 3a-
mena g.20359940G>T (¢.782C>A, p.P261H) B rerepo-
surotHoM cocrofunu B reae UMOD), Obia BBICTABACH
AMarHO3 — AyTOCOMHO-AOMHHAHTHAA TyOYAO-HHTEP-
CTHIIAABHAA OOAC3HD ITOYEK, TETEPO3UTOTHAS MY TAIINS
£.20359940G>T B rere UMOD (cemeiinas F0BeHUAD-
Haf runepypukemndeckas Hedpomnarus). Haznauena
teparms aaronypurorom 100 mr/cyr (5,0 mr/kr/cyr).

Bo Bpems AaABHEHIIHX TOCITHTAAM3AIUN B He-
dpororuueckoe oraesenue Llenrpa ma done mo-
cTosAHHOMN Tepamuu asronypunorom 100 mr/cyr,
YPOBEHb MOYEBOH KHCAOTBI OCTaBAACH B IIPEAEAAX
pedpepenca, HAOAIOAAAOCH TIOCTEIIEHHOE IIPOTPECCH-
pOBaHHE XPOHHYECKOW OOAE3HH IIOYEK AO 3 CTAAHUH
(pCK® 49 ma/mnn/1,73 M?). OTmMe4aA0CH TOBBI-
menne A/ BIIAOTB AO CTAOMABHON apTepHUAABHOI
runeprensnn 1 crenenu, Tpebyrolnee Ha3HAYCHUA
AHTUTHIIEPTEH3UBHON Teparmn aMAOANIIHHOM. [1pu
kouTpoAe nokasareaeit KIIC, bunoxnmudeckoro ana-
AM32 KPOBH METAOOAMYECKOTO aIIMA032a, IAEKTPOAUT-
HBIX HAPYIIECHUH He OBIAO OTMEYEHO, THUIICPYPHKEMIA
OTCYTCTBOBAAA.



3akarouenue. ATABIT-UMOD npeacrasaser
COOOM CAOKHYIO AHATHOCTUYECKYIO 3aAa4y, TpeOy-
FOILYEO KOMIIACKCHOTO ITOAXOAQ, KOTOPHII BKAFOYAET
AHAAM3 HACACACTBEHHOTO aHAMHE32, KAUHITICCKOM Kap-
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THHBI ¥ PE3YABTATOB ICHETHUICCKUX HCCA@AOBHHHﬁ. D10
ABASICTCH KAFOYOM K PAHHEMY BBIABACHHIO 3a6OA€BaHI/IH,
CBOCBPECMCHHOMY HAYAAY TCPAIINH 1 YCIICIITHOU TPAHC-
ITAQHTAITUM ITOYKH.

TpynHocTv pnddepeHUManbHOM AUArHOCTUKM NPONUMdEepPATUBHOTO
rnomepynoHedbpuTa ¢ AENO3UTAMMU MOHOKITOHABHbIX
MMMYHOrnobynnHoB u IgA HebponaTiu

E.C. JleoHoBa (janeleonova999@gmail.com), A.C. 3bikoBa, E.H. HukutuHa?,

E.C. Cronapesuy424, E.B. 3axapoBa?.34

1 IBY3 “MMHKL] um. C.I1. botkuna” 3M, MockBa
2 [BY3 «'Kb No52» 13M, MockBsa

3 @rbOYy A0 PMAHIO M3 P®, MockBa

4 ®rbOY BO «Poccuiickuii yHuBepcutetr meguumHbi» M3 P®, MockBa

Difficaulties of differential diagnostics of proliferative glomerulonephritis with
monoclonal immunoglobuline deposition and IgA nephropathy

E.S. Leonova (janeleonova999@gmail.com), A.S. Zykova', E.N. Nikitina®, E.S. Stolyarevich?4, E.V. Zakharova3+4

1 Botkin Hospital, Moscow
2 City Clinical Hospital No 52, Moscow

3 Russian Medical Academy of Continuing Professional Education, Moscow

4 Russian University of Medicine, Moscow

Beeaennue. [TpoandeparusHeiii raomMepyroHepuT
C ACTIO3UTAMH MOHOKAOHAABHBIX HMMYHOTAOOYANHOB
(IT'HMMA) — peAkuil BapuaHT MOHOKAOHAABHOM
rammaratnn mogednoro suaderns (MITI3). O6sramo
BBIABAAIOTCS ACIIO3H T MOHOKAOHAABHOIO HMMYHOTAO-
oyauna G kappa (MIgGx), peixe — MOHOKAOHAABHOTO
IgA kappa (MIgAx). M mpeacTaBAfieM CAYUaLL, TPaKTO-
BaBrmiica kak IgA medpomarus (IgA-H), u pacuenen-
mbiii kak [ITHMMA ¢ aerosaramu mIgAx pu Bosspate
B IIOYETHOM TPAHCIIAQHTATE.

Onucanue cayuas. [lanmentka 56 aer, B des-
paae 2020r cayuaitHO 3aUKCHPOBAHO ITOBBHIIIIEHIE
AA Ao 150/100 mm pr.cr., uepes 4 Mecsiia IOABHANCH
otekn, oAbitika, AA rosbicuaocs A0 200/100 mm pr.cr.,
BosiBAcHBL IporenHypus (ITV) 2 r/A u nosbienue kpe-
aruanaa ceiBopotku (CKp) Ao 375 Mxmoas/A. B asrycre
2020r rocrirTaAN3HpPOBaHA C He(DPOTHYECKUM CHHAPO-
mom, mukporemarypueii, CKp 405 mxmoas/A. Boiroa-
HeHa Ororcns oYKn: POKAABHBIH IIPOAUDEPATHBHBII
IAOMEPYAOHEPHT C IIPEUMYITIECTBEHHBIM CBEYCHIEM
mIgAx, n nareperunmasbasM Gpubposom/ Tyoyasip-
noit arpodueit (MPTA) po 40-50% maperxumer. Mm-
myHOxHMHueckoe uccaeaosanue (MXI) ceBoporku
U MOYH: CeKperus MOHOKAOHaAbHOro IgM lambda
(MIgMM)1,2 v/ A, Gerok Benc-Axonca (BBA) me obHa-
pyxen. Mueaorpamma: maasmatnaeckue kaetkn (ITK)
4,5%. Nmmynodenorunuposanue (MPT) koctHOro

Mosra: nonyaarua B-kaerok moankaonaapHad. Mivmy-
nvorucroxnmmyeckoe (MI'X) mccaeaosanne kocTHOTO
MO3ra: peakTUBHBIC H3MEHEHHA. AnarHos AnMgomIpo-
audpeparusnoro 3aboaesanns (AI13) cuar, ¢ yaerom
HECOOTBETCTBUA HU3KOYPOBHEBOI cexperun mMIgMA
u Aero3utoB MIgAx B Ouornrrare Amaraos MITI3 we moa-
tBepxAeH. Anarnoctuposana IgA-H, XBIT 5 craaun,
U MOHOKAOHAABHAA IAMMAITATHS HEOIPEACACHHOTO
suauerns [gMA. Yepes 3 mecsama CKp 732 mMkmoab/ A,
HAYAT IIEPUTOHEAABHEIH AnaAn3. Yepes 2 roaa BHIIIOA-
HeHa TpancrAanTanys TpyHoi nouku (TTTI), mvmmvyro-
cynpeccusad teparmd (VICT) cranaapraasa, CKp npu
oirucke 145 mxmoan/ A. Yepes 7 mecsines rocae TTIT—
mukporematypus, caeaosas 11V, CKp 237 MkmoAb/ A.
WX ceBOpOTKH KPOBU: MOHOKAOHAABHOM CEKPEITHH
He 0OHapyKeHo. broricns TpanciaanTaTa: POKaABHBII
IAOOAABHBII TAOMEPYAOCKAEPO3 (2/7), Aero3uTHI IgA
B Mesanruu, UOTA 25-30%. AnarHocTHpoBaH BO3Bpat
IgA-H B TpanciiaanTaTe, AO3a METUAIIPEAHH30AOHA YBE-
Anuena A0 48 mr/cyrkn. Erne uepes 2 mecsitia — Hapacra-
aue ITV a0 3 1/a u CKp A0 534 mMrmonn/ A. [TosropHas
Ouoricns TpaHcrAaHTaTa: POKAABHEI IIpoAngepaTHB-
HBII TAOMEPYAOHEMPUT C IIPEUMYIIIECTBEHHBIM CBEYe-
nuem MIgAx, UPTA 25-30%. Hagato Aeuenme mpo-
rpammubiM remoanasnsom (ITIA). X ceBopoTkn
kposu 1 moun: cekpermst mIgAx 1,0 r/a, BBA me 06-
mapyxer. Mueaorpamma: [TK — 0. IOT kocraoro mosra:
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nonyAsnus B-kaerox nmoauxonassnas. FI'X kocraoro
Mo3ra: cyocTpar onyxoAan He ooHapyzxen. Amarnos A3
BHOBB OTBEPIHYT, COBIIaACHUE cekpernu MIgAX u aero-
sunmu MIgAx B OHOIITATE ITO3BOAMAO AHATHOCTHPOBATH
[MI'HMUA.

3akarouenne. AaHHOE HAODAIOACHIE HAAIOCTPH-
pyer tpyanoctu amarnoctuku MITI3, tpebyrormeit
ITOATBEPIKACHHSA ACTIO3ULIHH B IIOYCIHOM TKAHU CEKpe-
THPYEMOIO MaABIMH KAOHAMH Imaparporensa. Heco-
orseTcTBHE MEKAY MIgMA B CHIBOpOTKE M ACTIO3HTAMMI
MIgAx B COOCTBEHHBIX IIOYKAX HE IIO3BOAHAO CBOEBPE-
MeHHO ycranoBuTh aArarao3 MITI3. Huskunit yposens
cexpernu MIgA¥ (HIDKE TOPOra ACTEKIIHI IIPHU IICPBBIX
AByx MIXW), cexperusa mIgMA HeonpeaeaeHHOIO 3HA-

DOI: 10.28996,/2618-9801-2025-2-228-229

YCHIHSA TAKIKE IIPEIATCTBOBAAN AHATHOCTHKE. /\HIIIb I1p1
tperbem VXM BrraBAacHa cexpertua mIgAx, aro, HapsaAy
C MOHOTHIIHBIM XapakTepoM Aero3nto IgAx mpu mo-
BTOPHOM OMOIICHH TPaHCIIAAHTATA, IIO3BOAHAO TIOA-
tBepAnTh Anaraos [I'HMUA. B cuay orpanmuenno-
nogegroro xapakrepa [I'HMUA xumuoreparms (XT)
B ycaoBusax [1I'A He rieaecoobpasua. beictpsrit Bosspar
3200ACBAHHA B TPAHCIIAAHTATE CTABHT IIOA COMHEHIE
Bo3MoxkHOCTh HoBTOpHOI TTII, Tak kak aast mpodu-
aakrukn Bosspara [TTHMIA Bo Bropom TpanciiaamTaTe
otTpeboBaroch OB IpoBeacHue crerudmaeckoi XT,
uro B couerannu ¢ VICT moBeirmaer puck HHQEKIIHOH-
HBIX OCAOKHEHHIL.

OcobeHHOCTH TeueHHs U AMArHOCTUKM X-CLEMIEHHOTO CUHAPOMA
Anbnopta ¢ AnpPy3HbLIM NEHOMUOMATO3OM XENYAOYHO-KMLLEYHOTO

TPAKTA: KIMHMUYECKUM ClyHaM

T.A. AnekceeBa (tatyana_a_alexseeva@mail.ru), M.E. AkceHoBaZ, H.M. 3aiikoBa -2

1 ®rAOY BO PHUMY um. H. U. NMuporosa MurH3apasa Poccum, Mockea
2 Hayy4Ho-uccregoBatesibCKui KITMHNYECKNIA MHCTUTYT NeanaTpuu U SETCKOH XUPYPrum UMEeHH akagemmka
I0.E. Benbstuwjesa ®rA0Y BO PHUMY um. H. U. NMuporosa Muu3gpaBa Poccumn, MockBa

Characteristics of the course and diagnostics of X-linked Alport syndrome with
diffuse leiomyomatosis of the gastrointestinal tract: a clinical case

T.A. Alekseeva' (tatyana_a_alexseeva@mail.ru), M.E. Aksenova?, N.M. Zaikova 2
1 Pirogov Russian National Research Medical University, Moscow

2 Veltischev Research Clinical Institute of Pediatrics and Pediatric Surgery,
Pirogov Russian National Research Medical University, Moscow

AxTyasbHOCTB IPOOAEMBI. X-CIICIIACHHBIH CHH-
ApoM Aabriopra ¢ AUD@Y3HBIM ACHOMHOMATO30M —
KpaiiHe peAkas ImatoAorus. B Mupe ommcano memee
100 kanHIgeckux caygae. PacpocrpaneHHOCTS 3200-
ACBAHIA HEU3BECTHA. A\AHHOE COYETAHNE ITPEACTABAACT
CODOI CAOKHOE AASl AMATHOCTHKH ¥ BEACHHUS KOMOP-
OUAHOE COCTOSIHIE, TPEOYIOIIEe MyABTHAUCITUITAHAD-
HOTO ITOAXOAQ.

Ilear pabotel. [IpeacraButs 0OCOOEHHOCTH TEUEHUA
U AMATHOCTHKH X-CI[CIIACHHOTO CHHAPOMa AABITOPTA
¢ Au(pDy3HBIM ACHOMIOMATO30M ITHITICBOAA H ITPAMOIT
KIIIKH.

Martepuaasl U METOABI ucCAeAOBaHHA. O000-
II[CHBI KAUHHKO-AADOPaTOPHEIE AAHHBIE peOeHKa ¢ X-
CLICIIACHHBIM CHHAPOMOM AABIOPTA B COYCTAHHH
¢ AupDy3HBIM ACHOMHOMATO30M KEAYAOUHO-KHIIICY-
HOTO TPAKTa.

IToayuennsie pesyabTaTel. Aesouka 11 Aer Obiaa
0bCAeAOBAHA B CBA3M C TEMATYpUEH C SIIM30AAMH Ma-
KporemaTypun Ha POHE HMHTEPKYPEHTHBIX 3a00AEBa-
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Hui (c 8 mecsries sxusnu). CeMeHHBIH aHAMHE3 peOCHKA
He ordAromieH. IsBecrHo, uTto peOeHOK HMEA ABYCTO-
POHHIOIO KATAPAKTy (AMATHOCTHPOBAHA B 1 roa, omepa-
THBHAsA KOPPEKIUA B 2 TOAQ), PE3UCTEHTHBIEC K OCMOTH-
YECKHM CAAOMTEABHBIM XPOHHYECKUE 3ATIOPHI € 3-X AeT
JKU3HU (ITO AAHHBIM OOCACAOBAHUS — METAKOAOH, MATa-
PEKTYM, TPEIINHA aHyCca; aHOIIAACTHKa B 7 AeT). B 9 aer
B CBSI3H C AAMTCABHEIM KAIITACM OBIA BoIABACH AU Py3-
HBII ACHOMHOMATO3 ITUITIEBOAA. lccaeaOBaHIE TTaHEAR
renoB «CHHAPOM AABITOPTa» OBIAO HEIATHBHBIM.

[Ipu Hedppororudgeckom 0OCACAOBAHUM: POCT —
143,5 cm (25-50%), macca — 35 kr (25-50%); AA —
90/58 mm pr.cr. (<50 %), B MOUE reMaTypus, AABOYMUH —
37,6 mr/ A, cyrounas nporennypus — 0,11 r/cyr, pPCKD
(CKiD U25) — 90,7 ma/mum/ 1,73 M2, VBeandenue 06b-
ema rouek (pasas — 105,5 em?/m2, aesast — 99,1 ev?/m?;
cooTHOIIeHHE 0OBeMa Touek 1 Maccs Teaa — 0,67%),
HEOAHOPOAHOCTb KOPKOBOTO CAOfl IIAPEHXNUMEI IIOYEK
BbIABAAAACE 110 Y 3V, Cayx coxpanmbiii. [Toanoe remom-
HOE CEKBEHHPOBAHHUE BBIABIAO IIPOTHKEHHYIO ACACIIHIO



B I€TEPO3UTOTHOM COCTOSHHH C IPUOAUZUTCABHBIMU
rparumamu chrX:108400000-108700000 u pasmepom
300000 1r.11., 3arparuBaroruyro yaactku reaos COLA4A5-
COILA4A6, MOATBEpPAUBIIIYIO AHATHO3 X-CIICIIACHHBIH
cHAPOM AABIIOPTA ¢ AUP@PY3HBIM ACHOMIOMATO30M.
Pebenky nasmauen snaranpua (10 mr/m2/cyr); pexo-
MEHAOBAHA KOHCEPBATHBHAA TEPAIHA ACHOMHOMATO32
(AmeTa, KOpPEKIINA 3aII0POB).

3akarouenne. Ha mpumepe mamrero mamumenta
MBI XOTEAH IIOKA3aTh, YTO COUETAHHE X-CIIEITACHHOTO
cuaApoMa Aapmopra ¢ AEMQY3HBIM AefioMHOMA-
TO30M — CAOKHAA KAHHHYECKAA IIPOOAEMA, TPEOyIO-
11 MYABTHAMCIUIIAMHAPHOIO IIOAXOAQ K BEACHHIO
LIAIUEHTOB, KOTOpas BkarogaeT B ceOa: (1) peryasprsmit
MOHHTOPHHT (PYHKIIHH ITOYEK, OCTPOTH CAYXa H Od-
TaABMOAOIHYECKOE 0DcAeAOBaHHE; (2) IPOPUAAKTHKY
IIPOrPECCHPOBAHIA 3a00ACBAHMA [TOYCK B BUAE HA3HA-
geHus He(DPOIPOTEKTUBHOMN Tepanuy, (3) mpoduAak-
THKY CHIDKECHHSA CAYXa B BUAC HCKAFOYEHHS IITYMOBBIX
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BO3ACIHCTBUII Ha OPraHbl CAYXa; (4) KOHTPOAD 32 IIOTEH-
IIUAABHBIMU OCAOKHEHUAMHI ACHOMHOMATO32 M CBOEB-
peMeHHasA UX XUpyprudeckas koppekmud; (5) a Taxixe
00f3aTEABHOE CEMEHHOE TEHETHYIECKOE KOHCYABTHPO-
BaHIE C yYETOM PHCKA Pa3BUTHA 3a00AEBAHUA Y IIOTOM-
crBa ¢ 50% BepoaTHOCTBIO. C IIEABIO IF€HETHIECKOTO
ITOATBEPKACHHUSA AMATHO3a TAITMEHTAM ITOKA3aHO IIPO-
BCACHHC ITOAHO9K30MHOIO U IIOAHOICHOMHOIO CCKBC-
HUPOBAHHA, TAK KAK HA IIPUMEPE HAIIEIO CAYYAfd MBI
BHAHM, 9TO HCCAEAOBAHME ITAHEAN T€HOB CHHAPOMA
AABIIOpPTA HE IIO3BOAAECT AHATHOCTHPOBATH 9TO 3200-
Aepanme. B HacrosdIee BpeMsa OTCYTCTBYIOT PEKOMEH-
AAITHH, PErAAMEHTHPYIOLIHE KPATHOCTD U 00BEM 00-
CACAOBAHHS IIAIIIEHTOB C YCTAHOBACHHBIM AU Y3HEIM
AEHOMHOMATO30M, ITO KOHEYHO 3aTPYAHAECT BEACHIUE
9THX IANUEHTOB. AAABHEHIIIIIE HCCACAOBAHISA, KOTOPHIC
IIO3BOAAT YTOUYHHTH MEXaHU3M Pa3BHTHA 3200 ACBAHIA,
TAKAE AAAYT BO3MOKHOCTD Pa3pabOTaTh HOBBIE METOABI
ACYCHHI.

[NopaxeHwne noyek npu BUKNOHALHOM FAMMIATHUM:

cepwsi HABMIOAEHUM OBHOTO LEHTPA

E.C. JleoHoBa (janeleonova999@gmail.com), A.C. 3bikoBa, E.H. Hukutuna, T.A. MakapoBa?, E.B. 3axapoBa ™24

1 IBY3 “MMHKL] um. C.I1. botkuna” 3M, Mockea
2 @reoy Ajrno PMAHIO M3 P®, Mocksa

3 @®rbOY BO «Poccuiickuii yHuBepcutetr meguumHbi» VI3 P®, Mocksa

Kidney damage in biclonal gammopathy: case series from one center

E.S. Leonova (janeleonova999@gmail.com), A.S. Zykova', E.N. Nikitina, T.A. Makarova?, E.V. Zakharova .24

1 Botkin Hospital, Moscow

2 Russian Medical Academy of Continuing Professional Education, Moscow

3 Russian University of Medicine, Moscow

Beeaenme. bukaoHaAbHBIE TAMMAIIATHH — PEAKAA
matoAorus, cocraBasroras 1-5% Bcex caydaes kAo-
HAABHBIX ITA@3MOKAETOYHBIX 3a00AEBAHUIT, CBEACHUA
O TIOPAKEHUH ITOYEK Y ITUX IAINEHTOB CKYAHBL. Mbr
IIPEACTABASEM TPU KAMHHUYECKUX HAOAFOACHNA OUKAO-
HAABHOH IaMMaITaTHH C MOPQOAOTHUYECKH BepHUITH-
POBAHHBIM ITOPAKEHUEM ITOUEK.

Omnucanue cepun caydaes. V13 229 manuenros,
HAOAFOAABIITIXCA HAMH IT0 TIOBOAY ITAPAIIPOTENH-aCCO-
IUMIPOBAHHBIX HedpporaTuii, Aumb v Tpéx (1,3%) Opiaa
BBIIBACHA OMKAOHAABHAS CEKPEITHA.

Cayuai 1. Myxdanna 65 AeT, 0OCACAOBAH B CBA3H
¢ nporennypueit (I1V), mukporemarypueit n Hapyre-
HHEM (DYHKIIIH ITOYEK, IIPOIPECCHPOBABIIIIMY B TEUe-
uue 3 aer. [Tpu obcaeaosanmu [TV 3,4 v/ cyrxu, kpearu-
uus coiBopotku (CKp) 218 mrmoas/A. Buorcns mo4ku
(BIT): mpoAmdepaTHBHEIT TAOMEPYAOHEPPHUT C ACTTO3U-
TAMI MOHOKAOHAABHOTO NMMyHOrAOOyAnHA G lambda

(II'HMUA IgGh). Mimmynoxummdgeckoe HCCACAOBA-
nue (MXJ) ceBoporku kposu u Moun: cexperus [oGa
5,1 r/a + ummynoraobyaun G kappa (IgGx) 2,0 r/a
0e3 BBIXOAA IAPALIPOTEHHOB B MO4y. Mueaorpamma:
maasmatnaeckre kaetkn (I1K) 1,5%. Amarnocruposan
[N'HMUA, B Teuenne 22 MeCAIEB IPOBOAUAACH TEPa-
us MeAaAAHOM U ACKCAMETA30HOM, IIO3BOAUBIIIAA
AOOHTBCA XOPOIIIETO TEMAaTOAOIUIECKOTO U ITOAHOTO
OPraHHOIO OTBeTa: ucuesHoperue cexperuu IgGA (ce-
kperust IgGu 2,9 r/A), camxenne ITV a0 0,06 r/cyrkn
u CKp A0 122 MKMOAB/ A. AAUTEABHOCTD HAOAFOACHHS
cocraBuAa 38 MecAIEeB, HA MOMEHT ITOCAEAHETO OOCAE-
AOBAHHA AOCTHTHYTHII 5(hDeEKT COXpaHAACH.

Coayyaii 2. ZKenmuma 61 roaa, 00cA€AOBAHA B CBASH
C IIEPCHCTHPYIOIIUM B TEUCHHUE ITOAYTOAL HeDpOTHHUE-
ckum cuapapomom (HC), CKp 146 mxmoas/A. BIT: AL
aMHIAOHAO3 ¢ aKcrpeccueil Aerkux rereil (ALL) kappa.
WX chIBOpOTKH KPOBH M MOYH: CAEAOBAA CEKPEITUA
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IgGu + IgGA, caeaoBast sKCKperHs Oeaka berc-Asxonca
(BBA) #. Mueaorpamma: ITK 6%. Mmmyrodenormu-
posanue (MOPT) xaerok koctaoro mosra: 11K ¢ abep-
PAHTHBIM UMMYHHO(MEeHOTHIIOM cocTaBAAroT 81,2%
Bcex [1K. Hurorenernueckoe nccaeaoanume CD138+
kAaerok: Tpancaokarms t(11;14)(q13;q32) B 28,5% saep.
AnarHoCTHpOBaHA TACIOIIAS MHEAOMA, B TEICHHE O Me-
CALICB IIPOBOAMAACH TEPAIHS IIO CXEME DOPTE30MUD-
ACKCAMETA30H C AOCTHKEHHMEM IeMATOAOTUYECKOTO,
HO HE OPTaHHOIO OTBETA: ITATOAOTHYECKAA CEKPEITHA
e onpeaeasercs, CKp 189 mxmonn/a, ITY 5,0 r/cyrrm.
Eme yepes 4 mecsinia CKp 404 MKMOAB/ A, pEKOMEHAO-
BaHA ITOATOTOBKA K 3AMECTUTEABHOH ITOYEUHON TEPAITHI
(3ITT).

Cayyaii 3. Kenmuma 51 roaa, 00CACAOBAHA B CBASH
¢ suepsere BeusiBAcaEbEM HC, CKp 114 MkMOAB/A.
BIT: AL ammaonpao03 ¢ axcrpeccueit ALL A. XM cor-
BOpOTKU KpoBu u Moum: cekpenust IgGA 11 r/a +
6erok Bernc-Amonca A (BBAL) 502 mr/a, axckperns
BBAMX 0,81 r/cyrkn. UDT kAeTOK KOCTHOrO MO3Ta:
1K ¢ abeppaHTHBIM EMMYHOMEHOTHIIOM COCTABAAIOT
99,5% Bcex T1K. [luTtoremeTnaeckoe MCCACAOBAHIE
CD138+ xaerok: Terpacomus 15, tpucomus 5,9 B 54%
AAEP; ITO OAHOMY AOITOAHHTEABHOMY CHTHAAY OT AOKYCa

rera 17p13TP53 u nenrpomepst 17 B 54% siaep (rpuco-
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mus 17); ammauduxarnus 1g21 B 54% saep (1 curmaa).
['mcToAormyeckoe NCCAGAOBAHHE TPEIAHOOHOITATA:
cyOCTpaT ITAA3MOKAETOUHON HeolAa3uu. AMarHoCTu-
POBaHA MHOKECTBEHHAA MHEAOMA, TEPAITHA ITO CXEMAM
HoprezoMnd-KA0GOCHAMIA-AEKCAMETA30H H AAPATY-
Mymab-AeHaAnAOMUA Oe3 adderra, CAR-T-kaetounas
TepanmA — C HEYCTOMIHBHIM TEMATOAOTHICCKIM OTBE-
tom. Yepes 13 mecsanes CKp 918 mxmoas/A, HavaTa
3IIT. B paspHeiimem B TedeHre 2 MECAIEB IIOAYIAAL
ITOMAAHAOMHA, AOCTUTHYT T€MATOAOTHYECKHH OTBET
(ncUe3HOBEHHE CEKPEITHH BBAL, caeproBas cexpernus
IgG)) Ges BoccranoBACHNSA (DYHKIINH ITOYEK.
3akaroueHne. bukronaAbHAA raMMAIATHA MOKET
BBUIBASTBCS KAK IIPH MHOKECTBEHHOI / TACIOIICH MH-
€AOME, TAK M B CAYYAAX, HE YAOBACTBOPAIOIINX KPHTE-
PHAM 3A0KAYECTBEHHOTO ANMQOIPOAUDEPATHBHOTO
3aboAeBanmd. B mHareil cepun HaOAIOACHUIT TOABKO
OAMH 13 ABYX CEKPETHPYEMBIX HAPAIIPOTEHHOB ABHACH
CyOCTPATOM IIOPAKEHNSA ITOYEK, B OAHOM CAYYaE 3TO OBIA
[I'HMUA, u B AByx Apyrux AL aMIAOHAO3, OCAOKHIB-
MU TeYeHHe MHOKECTBEHHOM / TACIOIIEH MIEAOMEL
AocTiKeHre XOPOIIEro reMaTOAOTHYECKOTO OTYETA
00ECIIEUNBACT OPTAHHYIO PEMHCCHIO, IIPU OTCYTCTBHH
reMaTOAOTHYECKOTO OTBETA MAH IIPH HEIIOAHOM OTBETE
HOpaKEHNE ITOYEK HEYKAOHHO IIPOTPECCUPYET.
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KDIGO — MC)KAyHapOAHaH HC3aBHCHUMaA opraHnsauHﬂ, 3AaHHUMAIOIIIAACA paspa60T1<of/'I n BHeApeHI/ICM OCHOBAaHHBIX
Ha AOKa3aTE€ABCTBAX pCKOMCHAaHI/Iﬁ o HanboAee AKTYaAbHDBIM BOHpOC’aM AUMATHOCTHKHN 1 ACYCHUA 3200AEBAHII
ITOYCK.

Aasa Bomoasenns stoi 3aaaun KDIGO mpoBoanT KOH(EpPEHIHM 110 IPOTUBOPEUHAM, KOMIIACKTYET
AOKAa32TEABHYIO 0a3y, I CO3AACT U IyOAUKYET PEKOMEHAAIIIH, Pa3padaTIBACMBIE PAOOYNMU IPYIIIIAMI, B KOTOPBIE
BXOAAT BEAYIIIHE CHEITHAAUCTHI B TOH HAM HHOM 00AACTH.

Poccmiickoe Amaansuoe obrectso axktusao corpyarngacr ¢ KDIGO (Kidney Disease | Improving Global
Outcomes) ¢ 2010 roaa.

3a o710 Bpems 1o mEumATHBE U cuAaMu PAO OBIAM ITEPEBEACHE! HA PYCCKUI A3BIK M ONYOANKOBAHEI B JKYPHAAE
Hedpoaorus n Anaans muorue pekomeraarmu KDIGO.

[Toansrit crimcox u Texcrel Pekomenpanuii KDIGO Moz Haiity 1o cepiake https:/ /kdigo.org/guidelines/, Tam
K€ MOYKHO O3HAKOMHTBCS C HMEIOIITUMUCS ITePeBOAAMU PeKOMEHAAIIUIT HA PYCCKHI A3BIK.

Bebunaper, mposoanmvsrie KDIGO comectro ¢ ISN 1o pasandnoii remMaTike AOCTYITHBL:

ma cairte KDIGO https://kdigo.org/conferences/glomerular-diseases/
ma Youtube kanare KDIGO https://www.youtube.com/channel/ UCm7zHM_wBaPbQxRDJwyvqMg

C moBoctamu KDIGO m0>kHO 03HAKOMUTECS Mo ccbiake https://kdigo.org/category/news/, Ha aroit
CTpaHuIle MOYKHO IoAnucaTsea Ha paccbiaky Hosocreit KDIGO.
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Poccmiickoe Amasnsaoe O0mecTBo
appnanposano k ISN 6oaee 10 aer.

Poccniickoe Amarusuoe Obmecto adpduauposaro k ISN 60aee 10 aer. Yaersr PAO BXOAAT B pErHOHAABHYIO KO-
masAy (RB ISN) o pernony «Hosere Heszasucumere I'ocyaapersa u Poccusy. B pabote ISN yaactByroT mpeacTaBu-
tean Apmenun, Azepbaiiakana, beaapycn, I'pysun, Kazaxcrana, Kuprusnn, Poccnn, Tagxukucrana, Typxverm,
Vipannsr n V3oekucrana. [Tocae WCN 2025 roaa #3MEHHACH COCTAB PETMOHAABHON KOMAHABL.

Texyruii cocTaB KOMaHABL

Kupuaa Komuccapos (beaapycs) —
IIPEACEAATEAD KOMAHABI

Amurpo Vsanos (Vipausa) —
IIpeACTaBUTEAD A PUATPOBAHHOIO OOITIECTBA
Huxonaait byaanos (Poccus) —
3AMECTHTEAD ITPEACEAATEAS KOMAHADI

Oabra Bopobbepa (Poccus) — 4aeH KOMaHABL

Npma Yoxoneanasze (I'pysnus) — 4AeH KOMAHAB
ANapuca [Tpuxoanna (Poccus) — 4aeH KOMAHAB! p (Tpysms)

®eprioc Kackrr (BeamkoBprmars) — Aviniepu AcauOek Kerssr (Pecrybanka Kuprusms) —
npeActasuteab Memoanureaproro komurera ISN
Hopa Capumsuau (I'pysus) —
mpeAcTaBuTeAb A PUARPOBAHHOIO OOIIIECTBA

Aobayxarrmap I'atios (Kasaxcram)

YACH KOMAaHABI

Amnmna [lerposa (Vkpanna)

— YACH KOMaHABI

Kommapaskon Xamsaes (V30CKHCTAH) — IACH KOMAHABI

— YAC€H KOMaHABI

Amor Capkucss (ApmeHs)

— YACH KOMaHABI

Oanvxon [lapanos (V30exkucran) —
peACTaBUTEAb APPUATPOBAHHOTO OOITIECTBA
Koncrantun Buraesckuit (Poccus) —

Nenvona Pammmaos (TaAXKHKICTAH) — IACH KOMAHABL

Metiruc Peaxerios (TypKMEHHCTAH) — YACH KOMAHABI

peAcTaBUTEAb A PUANPOBAHHOIO OOIIIECTBA Tapcuaa Dmanysab (Tanzanns) — 9A€H KOMAHABI
PAO opranusyer padoty karodeBsix porpamm ISN ma teppuropuu Poccniickoit Peaepartin, Hanboaee acpex-
TBHO padoratoT porpammbl CME (porpamma mocrofHHOTO MeAMIIMHCKOro obpasosanud), EAP (mporpamma

medporormgeckux mocoabets) u SRC (mporpamma meHTPOB-IIOOPATHMOB).

Aarpr mopaun 3aaBok B ISN na rporpammsr SRC, Fellowship #r Clinical Re-

search —c 1 auBapsa 1o 1 masd u ¢ 1 Mas 110 1 OKTAOPS KAXKAOIO TEKYILIEIO TOAQ. Hporpammer ISN:
Aatsr moaaun 3agssok Ha CME u EAP — B TeueHnne Bcero roaa, HO HE TO3KE e CME

9eM 3a 3 MecAna AO IPEACTOAIIIEIO MEPOIIPUATHS. N

IToaats 3ag8ku MoskHO Ha cairre ISN 1o cceiake http://www.theisn.org,

C 2021 rosa mawana paborarh HOBasd mporpamma ISN — mporpamma * SRC
PernoHaApHBIX y4eOHBIX IIEHTPOB, 9TH IIEHTPHI HAYNHAIOT (DYHKIIHOHIPOBATD * Fellowship

BO Beex permoHax Mupa, AAd Poccum m CHI' takmm nmertpom crasa I'Kb

nvenn CIT. Borkuna (r. Mocksa) e Clinical Research

Beemmpmriit konrpece medpororos 2025 cocrosaca B Aean 6-9 epans
2025 roaa B cMemanHoM Qopmare, Bce&v[HprIi/'I KoHrpecc HedpOAOroB
2026 cocroures 28-31 mapra 2026 roaa B Moxorame.

® Regional Training Centers

Poccuiickoe Amasusaoe OOrmectso mpuraarmmaet eex uaeHoB PAO axkTuBHO yuactsoBarh B rrporpammax ISN.
Ecam Bam HyKHA TOMOIIB ITO BOIIpOCaM OOPMAEHHA 3aABOK Ha ydactre B mporpammax ISN, oOpammaiitech
110 aApecy rosdialysis@mail.ru k koopAauHatopy nporpamm CME u EAP 3axaposoit E.B.

Coraacuo npeasoxenuro ISN waensr PAO, omaarusimue rpymmosoe daeHcTBO B ISN sBAsroTca uaenamu ISN
Ha 2025 roa. VaummaTisa IIpOAOAKAET ACHCTBOBATD, KEAAIOIIHE ITPOAAUTH IPyIIIoBoe YAeHCTBO Ha 2026 ToA
nAr 0pOPMUTD IPYIIIOBOE YACHCTBO Ha 2026 rOA MOIYT, KaK H IIPEKAE, COOOIIUTD O CBOEM HaMepeHuH Teaerpam-
karare PAO nephro_rus: gar. Koopauraropom ssasercs H.M. byaanos.

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

VLEADNG 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/.

62 Komnrpecc cocrosiaca B Bene 4-7 nronsa 2025 roaa.
63 Konrpecc cocromrces B I'aasro 3-6 nrons 2026 roaa.
C 2022 ropa uaensr PAO, onaarusiime B3HOCHI 3a IIPEABIAYILEI roA, craHoBArca yaeHamu ERA. Ecan

y BaC M3MEHHACH JACKTPOHHBIN aApec, IPOCh0a COOOLIMTH aKTyaAbHBINH aapec B cekperapuar PAO
o aApecy rosdialysis@mail.ru.

Hedponorua u guanus - T. 27, N2 2 2025 233



e-mail: rosdialysis@mail.ru

123182, r. Mocksa, ya. [lexornad, A. 3

OBIIEPOCCUNCKASA OBIIECTBEHHAA OPTAHU3ALIA HE®POAOTOB
"POCCUNCKOE AMAAMI3HOE OBIIIECTBO"

3aaBAeHHUE
AAA BCTYHACHI/IH B YACHBI

OGmmepoccuiickoii 00IIeCTBEHHOM OpraHu3anu HeppoAOroB

"Poccuiickoe Amasn3Hoe o0mecTBo'

1. ®amnana

2. KoHTakTHBIE AAHHBIE:

WM

OruecTBO

MobuApHbIi TeAedOH:

E-mail:

3. Haspanwme yupexaeHns

OTACACHUC

4, CrrenmmaAbHOCTB:

D Hedpoaor
L xupypr

poyce

D TEPAIEBT

D KapAHOAOT

D SHAOKPHUHOAOT

D PEAHNMATOAOT

4.1. CnenuaAusanus:

D KOHCCpBaTI/IBHaH HC(prAOI“I/IH

D IEMOAMAAM3

D IIEPUTOHEAABHBII AUAAU3

OO

o0IIas XUpyprus
COCyAHuCTaA XI/IpypT A
XI/Ipy‘pFI/IH AHAAHUIHOI'O AOCTYIIA

TpaHCHAaHTaLII/IH

D ypoAorus

D AHECTE3MOAOTHSA

D SHAOKPHUHOAOIUSA

HpO‘ICC

5. AOAKHOCTB:

D TAABHBIH CHEIUAAHCT 110 He(DPOAOTUI

D AOIIEHT
D Bpad

IIpod4ee

D HAYYHBIA COTPYAHUK
D OPAMHATOP

D 3aB. kadeApoit

D 3aB. OTACACHHCM

D ACITIPAHT

6. YueHoe 3Banue

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

HEBII aApec.

Aara: " " 202
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I. [Toaruce:




