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e-mail: rosdialysis@mail.ru « www.nephro.ru
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CTPAHMLA PAO

OBILIEPOCCUNICKAS OBIIIECTBEHHAA OPTAHU3ALIVA HE®POAOTOB
"POCCHUHNCKOE AAAN3HOE OBIIIECTBO"

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

I'ay6oxoyBarkaembre kossern!

Poccniickoe Amaansaoe Obrmectso, Harrmonaasmas Accormanua Hedpoaoros,
Hayuanoe Ob6rectso Hedpoaoros Poccun coobrmaer 0 cOBMECTHOM ITAAHE MEPOIPHATHI
Obmepoccniickux Hexommepueckux O6peaunennit Hedpoaroros, maanupyemsix ma 2024 r.:

Aarsr Mecro npoBeAeHUsA HasBanue ®dopmar
Vaan-VYas IX Pernonaspmas kordepenmus PAO B Cubupckom
. dopmar
5-6 uroas Mecro nposeaeHus u X Pernonaasnas kordepeniing PAO
TOYHAETCH
YTOHAETCH B AaapHeBocTounom PO y
Mocxksa
1T Hedpporormaeckas kondepenirusa «Orau CTOAULBD .
6 cenTAOPA Mecro nposeaeHus . . I'uOpuaHbLi
(coBmecTHO ¢ BOTKHHCKOM DOABHMIIEI)
YTOYHACTCA
[TaeHyM OOIIIECTBEHHBIX OPraHU3AINIT He(POAOTOB
Mocxksa . . .
18-19 oxTs10ps . (Cosmectro ¢ HOHP n HanmonaasHoO# accormartmeit I'ubpuansL
WamatiroBo
HePOAOIOB)
Mocksa
15 HOAOPs Mecro npoBeaeHus IV Kanauxo-uuAycTprasbssii cummosuym PAO ['ubpuassI
YTOYIHACTCA
Camuxr [letepbypr XVI PerzonaabHas KoH(epeHIms
7-8 aexabps Cecrpoperix, Canxr-IlerepOypra u Ceepo-3arraAHOTO OKpyra I'ubpuansLit
CKaHAMHABHS «Aexabpbckue BCTpedm»
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CTPAHMUAPOO

OBIIIEPOCCUNCKASA OBIIECTBEHHAA OPTAHU3ALIA HE®POAOTOB |
"POCCUNCKOE AMAAMI3HOE OBIIIECTBO" |

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

3aaBAeHHE |

AAA BCTYTIACHUA B UACHBI \

OGmepoccuiickoi 00IIeCTBEHHOM OpraHu3anu HeppoOAOTroB |
"Poccuiickoe Anasn3Hoe o0mecTso'

1. ®amnana WM OruecTBO ‘

2. KonTakrHbBIE AAHHBIE: \

Mobuabaetit TeaedoH: \

E-mail: \

3. Haspanwme yupexaeHns \

OTACACHUC

4, CrenmmaAbHOCTE: |

D Hedpoaor D TEPAIEBT D SHAOKPHHOAOT |
D XHPYpr D KapAHOAOT D PEAHNMATOAOT |
mpodee

4.1. CnenuaAusanus: |

D KOHCEpBATUBHAA HE(DPOAOTHA D o0Imas xupyprus D ypoAOTHS |
D TEMOAUAAH3 D COCYAUCTas XUPYPIrUs D AHECTE3UOAOTHUA |
D IIEPUTOHEAABHBIN AUAAU3 D XUPYPrUf AUAAU3HOIO AOCTYIIA D SHAOKPHUHOAOIUSA

D TPAHCIIAAHTALINAA |
rpouee |
5. AOAKHOCTB: |
D TAQBHBIH CHEIHAAHCT 110 He(DPOAOTUH D 3aB. kadeApoit |
D AOIIEHT D HAYYHBIN COTPYAHUK D 3aB. OTA€ACHUEM |
D Bpay D OPAHHATOP D acIHpaHT |

rpovee |

6. YueHoe 3Banue

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

Aara: " " 202 r. IToamuce: |
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OpMFMHGJ’lebIe CTATbU

DOI: 10.28996/2618-9801-2024-2-121-130

CpaBHUTENbHBIN QHANW3 UBMEHEHUM B CUCTEME
KOMMAEMEHTA NPU UMMYHOTNOBYNMH-
OMOCPEROBAHHBIX MU KOMMIIEMEHT-ONOCPEAOBAHHbBIX
rMOMepPYNIoNaTUSX C MOPPONOrMYecknm NpoPunem
mMeMbpaHonponudbepaTMBHOro rmomepynoHedputa

B.A. IOposa’, H.Jl. Koznosckas23, J1.A. bo6posa’, A.I. CepoBa“, J.B. Ko3nos?,
C.C. AuguHa’, K.A. flembsHoBaZ23

1 @IrAOY BO [lepsbisi MockoBCkuii rocygapcTBeHHbIN MeauyMHCKuii yHuBepcutet um. U.M. CeyeHoBa

MuH3gpaBa Poccum (CeueHoBCckmuii YHUBepcUTeT), kaghegpa BHYTPEHHUX, NpogheccuoHanbHbix 6onesHen
u pesmaronorum, 119991, Mocksa, yn. Tpybeukas, 4. 8, cTp. 2, Poccuiickas Pegepaums

2 @rAOY BO Poccuiickuii yHuBepcutert apyx6si Hapogos umeHnu lMatpuca Jlymym6si, kaghegpa BHYTPEHHUX
6one3Hel c KypcoM KapAHnonorum u qoyHKLMOHaIbHON AuarHocTukmu um. akagemmka B.C. Mouceesa,
117198, MockBa, yn. Muknyxo-Maknas, 4. 6, Poccuiickas @enepaymns

3 I'bY3 «"'Kb um. A.K. Epamuwarnuyesa 3M», yeHTp nomoLyn 6epeMeHHbIM C NaTosioruein novyek
u moyeBbiBOAALMX nyTeH, 129327, Mocksa, yn. JleHckas, 4. 15, Poccuiickas ®egepauus
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Pesrome

I]ess: cpaBHUTH H3MEHEHNA OCHOBHBIX II0KA3aTEACH CHCTEMBI KOMIIAGMEHTA IIPU UAUOIIATHYECKOM MeM-
Opanonpoaudeparusaom raomepysosedpure (uMIII'H), Boauanournom Heppure IV xkaacca (BH I'Vka.),
C3-raomepyasonaruu (C3-I'TT) n atunmanom remoanTHKO-ypemudeckoM cuaapome (al'YC).

Memodwe: B uccaepoBanue Bomiao 8 marmentos ¢ C3-I'TI (1 rpymma), 13 naumenros c uMITTH (2 rpymma),
14 —c BH IV xka. (3 rpynma), u 8 — c al'YC B craanu pemuccuu (4 rpymia). Y BCex ITalMEeHTOB HCCAEAOBAHO
COAEpIKaHHE B KPOBH KOMIIOHEHTOB cucTeMbl KommaemenTa: C3, C4, C3a, Cha, paxropa H (CFH) u dax-
topa B (CFB), memOpanoaraxyrorero kommaekca (MAK), anrurea k C3b (artu-C3b-AT) — kommoHeHTy
C3-xouBepraspl aabTepHaTUBHOrO IyTH KoMIaeMmeHTa (AITK), ypoBeHb 06IIel reMOAUTIYIECKOM aKTHB-
Hoctu (CH50) u coaeprxanue ¢paxropa D (CFD) B moue.

Pesysvmamui: Bo Bcex rpymiax yposau C3 u CH50 He BEIXOAMAN 32 IPEAEABI pe(pePEHCHOT0 ANATIA30HA,
oarako B rpyme C3-I'TI onu HaxoAmAuCE y HIDKHEH TpaHAIEL, 2 ypoBeHb C3 OBIA 3HAYMMO HIDKE, YEM
B rpynmre uMIIT'H u al'YC (p=0,03 1 p=0,003). ITospimennsni yposens CFB BerABA€H BO BCex rpymnmax,
Ho B rpymme C3-ITI on oxazaaca 3HaunMo Hipke, yeM B rpymme al'YC (p=0,010). Yposuu C3a 6b1au mo-
BermeHs! B rpymax C3-I'TI u al'YC, BeiaBaeHO 3HaUMMOe pasanune MexxAy rpymmavu C3-I'TT u uMITT'H
(p=0,003), C3-I'TI u BH IVxa. (p=0,041). YpoBernr MAK 0ObIA I10BBIIIIEH BO BCEX IPYIIIAX, OAHAKO MAKCH-
MaAbHEIE 3HaueHusdA, 6osee yeMm B 10 pas npespimaromue pedepeHcHsie, HabAr0Aaauck B rpynme C3-I'TI
M AOCTHTAAU CTATHCTHYECKOM 3HAunMOoCTH C rpynnamu 2, 3 u 4. B rpynmne C3-I'TI BeraBaena cuapHas
obGparnas cBas3p mexxay C3 u MAK (r=-0,826, p=0,011), a B rpynme al'YC — npamas (+=0,714,p=0,047).
Ormnpeaeasercsa cuabHas orpunareabHasn ceasb Mesxay CH50 u MAK (r=-0,949, p=0,05) u ouens cuapHas
npamas — mexxay CH50 u C3 (r=1,000, p=0,01) B rpymmre C3-I'TI.

Ocnosnuwte 661600w1: npusnaxy akrusaruy AITK BeIABA€HBI IpU 000X BAPHAHTAX KOMIIAEMEHT-0IIOCPe-
AOBaHHOI1 He(pponaTuu, BHe 3aBUCUMOCTH OT craauu 3a6oaesanus. I1pu C3-I'TI akrusarnua AITK Goaee
BBIpaXkeHa, yeM 1pu al'YC mocae kynuposanusa ocrporo snuzoaa TMA. Ilpu HIMMyHOKOMITAEKCHBIX
MIITH u3meHeHusa MeHee BBIPAXKECHBI U CBUACTEABCTBYIOT 00 aKTHBAIIUMM KOMIIAGMEHTA II0 KAACCHYe-
CKOMYy IyTH.

Abstract

Aim: to compare changes in the main parameters of the complement system in idiopathic
membranoproliferative glomerulonephritis (iIMPGN), class IV lupus nephritis (LN IV), C3-glomerulopathy
(C3-GP) and atypical hemolytic-uremic syndrome (aHUS).

Methods: The study included 8 patients with C3-GP (group 1), 13 patients with iMPGN (group 2),
14 with class IV LN (group 3), and 8 with aHUS in remission (group 4). In all patients, the blood levels of
complement system components were examined: C3, C4, C3a, C5a, factor H(CFH) and factor B(CFB),
membrane attack complex (MAC), antibodies to C3b(anti-C3b-AT) — a component of alternative
complement pathway(ACP) C3 convertase, the level of total hemolytic activity (CH50) and the content of
factor D(CFD) in the urine.

Results: in all groups, C3 and CH50 levels did not go beyond the reference range, however, in the C3-GP
group they were at the lower limit, and the C3 level was significantly lower than in the iMPGN and aHUS
groups (p=0.03 and p=0.003). An increased level of CFB was detected in all groups, but in the C3-GP it was
significantly lower than in the aHUS (p=0.010). C3a levels were increased in the C3-GP and aHUS groups,
and a significant difference was found between the C3-GP and iMPGN groups (p=0.003), C3-GP and class
IV LN (p=0.041). MAC levels were increased in all groups, however, maximum values, more than 10 times
higher than the reference values, were observed in the C3-GP group and reached statistical significance
with groups 2, 3, and 4. In the C3-GP group, a strong inverse relationship was revealed between C3 and
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MAC (1=-0.826, p=0.011), and in the aHUS group — a direct one (r=0.714, p=0.047). There was a strong
negative relationship between CH50 and MAC (r=-0.949, p=0.05) and a very strong correlation between

CH50 and C3 (r=1.000, p=0.01) in the C3-GP group.

Main conclusions: signs of ACP activation were identified in both types of complement-mediated
nephropathy, regardless of the stage of disease. In C3-GP, ACP activation is more pronounced than
in aHUS after the acute episode of TMA is relieved. With immune complex MPGN, the changes are less
pronounced and indicate an activation of complement along the classical pathway.

Key words: alternative complement pathway, MPGN, C3 glomernlopathy, aHUS

BBeaenue

B mocaeamee Bpems Bce OOABIIHE HHTEPEC BEIZEL-
BAIOT KOMIIAEGMEHT-OIIOCPEAOBAHHbBIE He(POIATHH,
HMEIOIINE, B OTAUYHE OT XOPOIIO U3BECTHBIX HMMY-
HOTAOOYAHH-OIIOCPEAOBAHHEIX, HHOH IIATOICHE3, CBA-
3QHHBIN C aKTHBAITHCH HE KAACCHYIECKOTO Iy TH KOMITAC-
menra (KITK), a aaprepraTusroro (AIIK) [1-4]. B cBssu
C 9THM HEOOXOAMM APYIOH IIOAXOA K AHATHOCTHKE
U AE€UEHHIO AAHHBIX BHAOB ITaTOAOTHH. B ripoBeAenHOI
paboTre MBI H3YIHAU KAHHHYCCKUE U AaOOPATOPHBIE
XapaKTEPUCTUKH KAACCUYIECKUX MMMYHOKOMIIAEKCHBIX
nedporaTuii ¢ MopdoAormuecKuM 1pocbrem MeMopa-
noupoaudeparusaoro raomepysonedpura (MITIH)
U CPaBHHUAN HX C TAKOBBIMH ITPU KOMITAEMEHT-OIIOCPE-
sosaraom MIIIH, k koTopomy orHOCHTCA OpdanHOE
saboaesanneC3-raomepyaomarns (C3-ITI).

ITanmmeHTHI 1 METOABI

B kamnmKe peBmaToAoruu, HeppOAOTHH U IIPO-
duarosornn nm. E.M. Tapeesa [IMI'MVY um. F1.M. Ce-
yenopa B Teuenue 2014-2015 rr. mposoAmAOCh OAHO-
IIEHTPOBOE PETPOCIIEKTUBHOE MCCACAOBAHHE, IIEABFO
KOTOPOTO OBIAO BBIIBACHIE KOMITAEMEHT-OITOCPEAOBAH-
mo#t C3-I'T] u cpaBHEeHIE AAHHOH IIATOAOTHH C KAAC-
CHYECKHMH HMMYHOTAOOYAHH-OIIOCPEAOBAHHBIMU
HedponaTuAMA. BBIAY TpOaHAAN3ZIPOBAHBI KAUHHKO-
MOP(OAOTHYECKIE AAHHBIE HAOAFOAABIIINXCA B 3TOT
nepuoA nanuentos ¢ MIITH-mpodpuaem B Guorrrare
o4k, B ToM gucAe 8 ¢ C3-1Tl, yeranoBaenHoM! 1o pe-
3YABTATAM UMMYHO(AIOOPECIIEHTHON MUKPOCKOIINN
(M®). ITarrrerrros ¢ MOPGOAOTHUECKH ITOATBEPKACH-
meim MIITH pasaeaman Ha 3 rpyIimsl: ImepBUYHBI,
uMIII'H, stHOAOIrHIO KOTOPOTO BBIABUTE HE YAAAOCH,
BoAuanounbni Hedppur IV kaacca (BH IV ka.), koTopsrit
Mopdoaoragecku coorsercryer npoduaro MIII'H
BTOPHYHOIO I€HE3a, U KOMIIAEMEHT-OITOCPEAOBAHHYIO
nedponaruro C3-I'TI. Bropuunsre sapmanter MITTH,
cessanrneie ¢ nadekuavu (HCV, HBV), kpuoraoby-
AMHEMUYECKHM BACKYAHTOM M MUEAOMHOI OOAE3HBIO,
OBIAM HICKAIOYCHBI U3 HCCACAOBaHNA. B rpyrry cpasHe-
HUS MBI BKATOUHAW maruenToB ¢ al YC, aBasrormmMcst
IIPOTOTUIIYECKON POPMOIT KOMITAEMEHT-OIIOCPEAO-
BaHHOIO 3a00AeBaHuA. [locae KyrnmpoBaHuA OCTPOro
anm30Aa TpoMboTHYEcKOil Mukpoanrnomarun (TMA)
npu al'VC rucrororudeckoe HCCACAOBAHUE TaKiKe
MOKET BBIABAATH MOpdoaormaecknii mpodpuas MITTH,

YTO OOBACHACTCA CXOKUM MEXAHH3MOM ITOBPEKACHHA
modevHbIxX KAyOoukoB 1pu marosoran AITK. IToatomy
rpyma al'VC, erBeprad B HaIlteM MCCACAOBAHHM, I10-
CAY/KHAA KOHTPOABHOI, TaK KAK CTATUCTHYCCKU 3HAYH-
MBbIC pa3AI/I"II/IH C prHHOfI 3AOpOBbIX AUIT 6I)IAI/I o4ve-
BHAHBI 13-3a cTpororo kouTpoad AITK y mocaeanmx,
a CpaBHEHHE CO CXOKHUM KOMITAEMEHT-OIIOCPEAOBAH-
HBIM 3200AeBanuem ¢ aucperyadarueii AIIK B craann
PEMECCHH ITPEACTaBAAAO DOAbIIHIT HHTEpec. IToA pe-
muccueit al'VC MBI ToApa3yMeBaAn, B IEPBYEO OUEPEAD,
OTCYTCTBHE IEMATOAOTHYECKUX ITpu3HakoB TMA Aawxe
IIPH COXPAHAIOIIEMCA HAPYIIECHHH (PYHKIIUU IIOYEK,
koTopoe pacemarpusasn kak mexop OINI Oarako mur
IIPEAITOAATAAT BO3MOKHOCTD «OCTATOYHOM» aKTHBAIINI
CHCTEMBI KOMITAEMEHTA Y 3THX IAIINEHTOB, AAKE HECMO-
TPA HA OTCYTCTBHE aKTUBHBIX IposaBAeHII TMA, uTo
I103BOAAET 0DCYKAATh XpoHmdeckoe Tederue al'VC.

B nccaepoBanme O6bIAO BKAOUEHO 35 manmeHTOB
¢ MIITH. B 1 rpymmy Boraun 8 marmenrtos ¢ C3-1T1, co-
crapusinue 19% ot obmiero uncaa 6oapuex ¢ MITTH.
AnarHo3 ObIA YCTAHOBACH HAU IIEPECMOTPEH HA OCHOBA-
HHM CBETOBOH 1 IMMYHO(AIOOPECIIEHTHON MIKPOCKO-
ITHH, YTOYHABIIEH XapaKTep U HHTEHCUBHOCTD CBEYEHUA
Aerro3utoB. 1o pesyAbTaTam sACKTPOHHOI MIKPOCKO-
1w B rpytrte C3-I'TI ObrA0 BBIAGACHO 2 PaBHBIE 110 YHIC-
AEHHOCTH TIOAIPYIIIE: OOAE3HD ITAOTHBIX ACHIO3HTOB
(BITA) — 4 marnmenta u C3-raomepysonedpur (C3-
I'H) — 4 manmenTa, OAHAKO B CBA3M C MAABIM KOAMYE-
CTBOM paccMaTpuBasImxcs BMecre. Ha MomenT BKATO-
YEHUSA B NCCACAOBAHNE HH OAWH ITAIINEHT HE AOCTUT
pemmccuu, 5 IPOAOAKAAN IIOAYIATH UMMYHOCYIIPEC-
cusuyio teparmio (MCT), 3 — toapko HedpompoTeK-
tusuyio (HIIT). I'pyrmy 2 cocrapuan 13 manmenTtos
¢ uMIII'H, u3 vux 11 moaywaan MCT, 2 — HIIT.
Ha moment Bkarouenns B mccacaosanne Ha VICT ocra-
BAAHCH 8 ITAIIMEHTOB, 3 AOCTUTAM PEMUCCHH, B CBA3U
¢ gyem VICT Obira mpekpariena. B 3 rpymmy Bormau
14 marmenros ¢ BH IV xa., 13 moayuaau VCT, 1 ma-
LIMEHTKA OBIAA BKAIOUEHA B HCCACAOBAHHE B ACOIOTE
3a00A€BaHUA AO HadaAa Tepanuu. B AaspHeiirmem
y 4 martmenToB VICT Opraa mpexparena: 2 AOCTUTAL
pevuccun, emme 2 — XBIT 5A craamn. B rpyrmy 4 Braro-
unan 8 maruenTos ¢ al'VC B cocrosnnn pemuccnn
IIOCAE IIEPEHECEHHOTO OCTPOro s1u30Aa TMA, He oAy-
YABIIINX KOMITAEMEHT-OAOKHPYIOIIEH TePATINHI IKYAHU3Y-
mabom. Ha MoMeHT mccAeAOBaH A IIPOAOAKANACH AHTH-
koaryasaTHas 1 HITT. 2 marpeHToB B ICXOAE OCTPOTO
nospexacuaud modek (OIIT) aoocturan TepmMuHaABHON
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noueunoi Hepocratounoctn (TTIH) i ocraancs Ama-
AM3-3aBHCHMBIMI.

Hapsiay co cTaHAApTHEIM ITAQHOBBIM ODCACAOBA-
HHUEM, BKAIOYABIINM B ceOs OOIIUIT, OMOXMMHUIECKIIT
" I/IMMyHOAOI‘I/I"ICCKI/II}'I AHAAM3bI KpOBI/I C OHpeAeAe—
HHEM OOIIE FTeMOANTUYECKONH aKTHBHOCTH KOMIIAE-
menTa (CH50), amaanssr Mmoun (00mnit 1 CyTOYHBIIN)
n npoby Pebepra, ¢ MOMOIIBIO CTAHAAPTHEIX TECT-
cucrem (ELISA) GOABHBIM OIIPEACAAAN COAEPIKAHIE
B cBiBOPOTKE KpoBH C3, C4 KOMITOHEHTOB KOMIIAEMEHTA
u daxropaClI'B, B maasme kposu — C3a, C5a, CFH, mem-
6panoarakyrorero kommaekca (MAK), uCFD B moue.
Pedepencurie amanasonsr (PA) onpeaeAeHsr mpousso-
AHTEAEM PEAKTHBOB H IIPUBEACHBI B TaOAHIIE 5. AOITOA-
HUTEABHO II0 OPHIMHAABHON METOAHKE IIpodeccopa
Kosaosa A.B. [5] B chIBOpOTKE KPOBH OBIA OIIPEACACH
yposenb aututeA kK C3b (antn-C3b-AT) — komoneHTY
kommaekca C3 kousepraser AIIK (C3bBb). I'parmmer
HOPMAABHBIX 3HAYCHUH YKA32HBI B MCTOAUKE U IIPHBE-
ACHBI B TA0AHIIE 5.

Bribop mccaeayeMbIx haKTOPOB OIIPEACAAACH TEM,
uro C3, CFB u CFD fBAAFOTCA AKTUBHPYFOIIUMI KOM-
nonentamu AlIK, ygactsyrormmvn B dpopmupoBannu
C3-xonsepraser AlIK, koropas pacruenaser C3, mpu-
BOAA TAKUM OOPa3oOM K 0OPa3OBAHHIO BCE DOABIIIHX
KOAHYECTB MEMOPAHOATAKYIOIIErO KOMIIAeKca. [Ipn
napyrernn 0Aokuposanua C3-kouseprassr AIIK pe-
ryasTopabiM aktropom CFH aror npomecc mpuobpe-
TACT HEKOHTPOAHPYEMBII XaPaKTeP € BEICBOOOKACHIIEM
anaduaaroxcnnos C3a, C5a u popmuposannem MAK,
OKA3BIBAIOIIETO CHABHOE IIOBPEKAAIOIICE ACHCTBIE
Ha MEMOpPaHy COOCTBEHHBIX KACTOK H IIPHBOASAIIEIO
K UX AHM3HCY, 4 TaKiKe MHKPOTPOMOOOOPA3OBAHUIO
[6]. C3a, C5a u MAK fBASIFOTCS TTOKA3ATEASIMH AKTH-
Baunn obonx myteit, C4 kommoneHT — ToApkO KITK.
B macrosmiee Bpems B HaIIIeH CTpaHE HE CYIIECTBYET
AOCTYIIHBIX CTAHAAPTU30BAHHBIX METOAHK OIIPEACAE-
nusa C3-medpurudeckoro gakropa, OAHAKO CyIIIe-
CTBYET METOAHKa ornpeAeAeHus antutes kK C3b kax
ocuoHoMmy kKomroHeHTy C3-komBepraser AITK. Anrtn-
C3b-AT 1o cBOEMY ACHCTBHIO CAYKAT SKBUBAACHTOM
C3-medppuraaeckoro dakropa, CrabHAUSHPYIOIIETO
C3-konseprasy AIIK u aeaaroriero ee meBocrpunm-
YHBOM K HHAKTUBAIINU peryAaTopHbIM pakropom CFH,
YTO IPUBOAUT K YCHACHHOMY HEIIPEKPAIIAFOIIEMYCA
pacrrenaennio C3 n B UTOTE K THIIOKOMIIAGMEHTE-
mun. Ha ceroansnamii AeHp 00CyKAa€TCA 1 yiKe BHE-
ApAETCA B IIPAKTHUKY OIIPEACACHHE AHTUTEA HE TOABKO
ko Bcemy KomrAekcy C3-konsepraser AIIK, no u k o1-
ACABHBIM €€ KOMIIOHEHTAM, B YaCTHOCTH (PPAIMEHTY
C3b, AcficTBIE KOTOPBIX IIOAATAIOT PaBHO3SHAYHEIM C3-
medpurmaeckomy daxropy [7-9].

CraTtucTiyeckmii aHaAU3 IIPOBOAHACH C HCITOAB30Ba-
HHEM CTaHAAPTHOM mporpammbr SPSS Statistics version
22.0. Pacripeaesenne mprusHaKa, COrAACHO 3aKOHY 1'a-
ycca, IIpOBEPAAOCH C IToMoIbro Tecta Koamoroposa-
CmuproBa. KoAandecTBeHHBIE IIOKA3ATEAN C HOPMAAD-
HBIM PACIPEACACHUEM IIPEACTABACHBI B BHAE CPEAHETO
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apudMETUYECKOTO U CTaHAAPTHOTO OTKAOHEHMA (M1 0).
[Ipm pacpeaeAeHII, OTAMYABIIIEMCA OT HOPMAABHOTO,
AAHHBIC ITPHBEACHBI B BUAC MeAHaHbl (Me) i MeKKBap-
THABHOTO paszmaxa (75 u 95%o). OmeHKy 3HAYIMOCTH
PA3AMYNIl IPU OTKAOHEHNHN PACIPEAEAEHHA OT HOP-
MAABHOI'O B IPYIIIIAX AAfl HE3ABUCHMBIX KOAUYICCTBEH-
HBIX IIEPEMEHHBIX IIPOBOAMAY IIPU IIOMOIIU KPHTEPHA
Mamma-Vurau. CBf3b MEKAY PASAHYHBIMU IIOKA3aTC-
ASMH BBIABAAAACH HEIAPAMETPHUICCKIM TECTOM pPaH-
rosort koppeasrnuu Crupmena. SHAYMMBIMU CUUTAAN
pasangus npu p<0,05.

PesyapTaTel 1 00CyKACHTE

Aemorpadrrdaeckue XapakTepUCTHKI IPEACTABACHBI
B Ta0Anme 1. B rpymmax C3-I'TI u BH IVka. npeobaa-
AAAU sKkeHITHHEL a B rpyimax uMIITH n al VC, manpo-
THB, MYKYHHEI, YTO, IIO-BHAMMOMY, CBA3Q2HO C MaAOI
BBIOOPKOIT 6OABHEIX. [10 AAHHBIM APYTHX HCCACAOBA-
HUH 9E€TKUX TEHAEPHBIX PasAHdIn, Kpome caygdaes BH,
IIPU KOTOPOM IIPEOOAAAAIOT KEHIIIHHEI, HE OTMEYEHO
[10-11]. BOABIINHCTBO HAIMEHTOB B MCCACAOBAHHH
OBIAO MOAOAOTO BO3pacTa (A0 40 A€T), OAHAKO B IpyIIIre
uMIII'H HabAropA2AOCh ABa IIMKa 3200AEBAEMOCTH:
o1 16 p0 25 aer (n1=9) u mocae 50 (n=4). Meauana Bos-
pacTa Ha MOMEHT OOCAEAOBAHHA, 4 TAK/KE BO3PACTA Ae-
Orora 3a00AEBAHNSA OKA3AAACh HAUMEHBIIICH B IPYIIIIE
C3-I'T1, a manGoasrrest — B rpyrme nMITTH. Tlarumerrrsr
¢ BH IV xa. 1 al'VC nmeAn rpoMesRyTodHbIe 3HAYCHIS
(Tada. 1).

HanGoAbImas AAnTeABHOCTD 3a00AEBAHNA OTMEYEHA
y manmenToB ¢ C3-I'Tl, moutn ma 50% mpesbimmaromasn
takoByro pu MIII'H u BH IV ka., 2 mammensras, cra-
TUCTUYECKH 3HAYMMASA B CPABHEHHH C OCTAABHBIME 3-MA
rpyritam, — y manuenTos ¢ al VC (py 4=0,03, py4=0,02,
p34=0,02), aT0 OOBACHAETCA XAPAKTEPOM TEUEHHA AAH-
HOTO 3200AeBaHuA (T20A. 1).

[Ipu paszaeaennn rpynmer C3-I'TI ma moArpymmsr
BITA u C3-I'H Taxke HaOAIOAAAUCH PASAHYUSA B BO3-
pacte Ae0I0Ta I AAUTEABHOCTH 3a00AEBAHIA, U 9TH Pas3-
AWYHA AOCTUTAAH CTATUCTHIECKOH 3HAYMMOCTH 110 IIep-
Bomy mokasareAro (p=0,021) (raba. 2), ato coraacyercs
C AAHHBIMU 32pyOeRHbIX rccaeaoannit [10-11].

Xapaxkrep AcOIOTA ITIOPAKEHUA ITOYCK B TPYIIIIAX OBIA
pasamasbM (1a0A. 3). B rpymmme C3-I'TI B 62,5% caygaes
AEOFOT OBIA IIPEACTABACH COUETAHMEM HEPPOTHIECKOTO
(HC) u ocrponedpuruueckoro (OHC) curapomos,
B 37,5% —1oApko MouesbiM crmEApOMOM (MC). Ilpn
stoMm B moarpymre BITA npeobaasar MC, BoisBACH-
HBIHA B AETCKOM BO3PAaCTe, TOrAa Kak B moArpyrme C3-I'H
y BCEX ITAIIMEHTOB B ACOFOTE 3a00AEBAHUA IOPAKEHNE
nodvex 0b1A0 TpeacTaBaeHO coueranrem HC u OHC.
B rpymme uMIITH B Aebrore mpeobaasan n30Anpo-
sannbi MC, a B rpyrme BH IV kA, — coueranme HC
u OHC. B rpyme al'VC opaxenue mmodek OBIAO IIPeA-
craBaeno OINIT npn pasamanoit erpasernoctu MC.

Hedporuueckuit cuaapom (HC), cchopmupopas-
IIMFCA B PASAUYHBIE CPOKM OT HauaAa 3200 AeBaHuA, OBIA
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Ta6nuua 1| Table 1

Aemorpadwlqecme nokKasaTtenun ncciefoBaHHbIX rpynn

Demographic indicators of the studied groups

1rpynna 2 rpynna 3 rpynna 4 rpynna
MNokasatenb P
C3-M (n=8) MMIMrH (n=13) BH IV kn. (n=14) alyc (n=8)

Mon, (M/x) 2/6 (33/67%) 8/5 (62/38%) 1/13 (7/93%) 7/1 (87,5/12,5%)
p1,,=0,15
p13=0,17

Bo3pacTt Ha MOMeHT 15,0 [4,25: 34,0] 24,0 [19,0; 54,5] 24,0 [21,25; 34,75] 33,0 [25,25; 37,25] Pz,3i0,90

ne6ioTa, net p1,4=0,11
p2,4=0,34
p34=0,20
p1,=0,38
p13=0,37

eElpEIET T eI 28,5 [15,3; 35,8] 30,0 [27,0; 65,6] 30,5 [26,8; 39,5] 34,0 [25,3;39,3] Repots

ob6cnefoBaHus, net p1,4=0,37
P2,4=0,98
P3,4=0,77
p1,=0,72
p1,3=0,41

Anurenbrocts 7,500,7;17,5] 5,0101,0;11,0] 4,01,0;7,5] 1,0[0,0; 2,01 P23=063

3aboneBaHus, net R e e e P1,4=0,03
P2,4=0,02
P3,4=0,02

Ta6nuua 2 | Table 2
Lemorpaduueckme nokasarenu B rpynne C3-IM
Demographic indicators in the C3-GP group

MNMokasatenb BNA (n=4) P C3-TH (n=4)

Mon, (M/x) 1/3 1/3

Bo3pact Ha MomeHT aebtoTa, net 4,5[2,5;9,5] p=0,021 33,0[22,0;53,0]

[nvTenbHOCTb 3a6oneBaHus, net 15,0[2,73; 23,0] p=0,19 3,5[0,50; 8,75]

Ta6nuua 3 | Table 3
XapakTep fe6loTa nopaxeHuns noyek
Character of the onset of kidney damage
c3-rm uMIMrH BH IVkn. aryc

MC 3(37,5%) 6 (46%) 2 (14%) 0

HC 0 2 (15,5%) 2 (14%) 1(12,5%)

OHC 0 2 (15,5%) 2 (14%) 0

HC+OHC 5(62,5%) 3(23%) 8 (58%) 0

onn - - - 7 (87,5%)

CAMBIM YACTBIM IIPOABACHUEM HeDPOIIATHI, HAOATOAAB-
mramcs v 100% 6oapuerx 1 rpymmer, y 61,5% — Bropoii,
y 85,7% — tperneit. B rpymre al'VC HC ormeuen anrmn
y 1 manmenTa ¢ XpOHUYECKUM TAOMEPYAOHEPPHTOM
(MopdoArormuecknii BApHAHT — (DOKAABHO-CETMEHTAP-
HBII rAOMeEpyAOCKAEpO3), y koToporo HC craa Tpur-
repom al'VC [12]. Ha MoMeHT nccACAOBAHEA Y 9acTH
6oAbpHBIX 13 2 11 3 rpym HabAroAaAack pemuccua HC,
oaHaxo B rpyrme C3-I'TI ee He AoocTHT HE OAMH TAITH-
ent, npmaem y 3 (37,5%) HC nepcucruposan Ha mpo-
rkernn 10 Aer, HecMOTpA Ha HEOAHOKPATHYEO CMEHY
pexxmmvos VICT. HanGoaee sorpazenueit HC ormeuanca
nyenHo B rpyiie C3-ITI B KOTOpOo#H IAIIHEHTH IMEAN
camble Beicokne 3sHauenuA CIIV n cambre HU3KHE — aAb-

OYMIHA, 9TO COBITAAACT C AAHHBIME 3aPYOC/KHBIX HCCAE-
AoBaHOI [13], ¥ CTATHCTUYECKH 3HAYMMO OTAHYAETCA
ot Takosprx B rpymiie al'VC (p 4=0,05 u p; 4=0,02 co-
OTBETCTBEHHO). PasAmams o BeAUYIHHE IPOTEUHY PN
mexAy rpymmamu C3-ITI u BH IVka. Osrau cratucru-
geckn snavuMel (p3=0,005), 4T0, BO3SMOKHO, CBA3AHO
¢ HeboAbmION BhIpaKeHHOCTHIO HC y 60ABHBIX B 110-
CACAHEII IPYIIIIE B OBICTPEIM HX OTBETOM HA ITPOBOAH-
myto aktusayro VCT.

ApTrepraAbHas TUIEPTEH3UA OTMEYCHA BO BCEX IPYII-
nax ¢ paHoi yactoroit. B rpyme al'VC rudpsr CAA
u AAA OBIAT BEIIIIE, ¥€M B OCTAABHBIX IPYIIITAX, OAHAKO
CTATUCTUYECKON 3HAYUMOCTH He IoAydeHo. 'emary-
pus npeobaasasa B rpymme C3-I'TI (8 100% cayaaes
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Ta6bnuua 4 | Table 4

KHVIHVIKO-Ha60paTOpHaﬂ XapaKTepucTuka nayneHToB Ha MOMEHT BKJIlO4YeHNA B UccnenoBaHue

Clinical and laboratory characteristics of patients at the time of inclusion in the study

Mokasatenb C3-I (n=8) nMMrH (n=13)

BH IV kn. (n=14) alrycC (n=8) P

CALl, MM pT.CT. 138,8+31,8 138,1+17,7

OAL, Mm pT.CT. 90,0 [72,5; 100,0] 80,0 [80,0; 95,0]

cny, r/cyt 4,6 [3,1;6,5] 1,710,7; 7,01

AnbOGYyMUH, r/n 28,5+5,3 35,0+7,7

KpeatuHuH, mr/gn 1,2 [0,54; 2,1] 1,3[1,3;2,0]

CK® no Pebepry, Mn/mvH 85,2+48,6 65,4+24,3

p1,=0,77
p13=0,81
p,3=0,94
p;,4=0,34
P2,4=0,26
03.4=0,30

p1,=0,82
p13=0,89
p,3=0,84
p1,4=0,32
P2,4=0,12
p3,4=0,19

p1,=0,37
p1,3=0,005
p,3=0,17
P1,4=0,05
P,,4=0,69
P34=0,54

p1,=0,10
p1,3=0,06
p2,3=0,50
P1,4=0,02
p2,4=0,25
P34=0,17

p1,=0,31
p13=0,39
p23=0,45
P1,4=0,01
P2,4=0,01
p34=0,12

p1,=0,56

p13=0,41

p,3=0,56
P1,4=0,02
P2,4=0,01
P3,4=0,002

140,4+26,3 153,8+33,4

90,0 [77,5;100,0]

100,0 [82,5; 107,5]

1,0 [04;3,3]

2,3[0,1; 3,0]

33,5+6,5

38,4+8,5

1,310,9; 1,5]

2,71[1,9;7,8]

62,0+£37,2 35,7211

B ACOIOTE M HA MOMEHT OOCACAOBAHIIS), OAHAKO IIO BBI-
PAKEHHOCTH MAAO OTAHYAAACH OT TAKOBOM B IPYIIIIE
uMIITH. V manuenros ¢ BH IVka. remarypus Obiaa
MEHEE BBIPAKEHHON 1 IIPOAOAKATEABHON (K MOMEHTY
00CACAOBAHIA COXPAHAAACH TOABKO Y IIOAOBUHEI DOAB-
weix). B rpymme al' VC spurpornutypus coxpanasacs
y 6 60ABHBIX (75%0), IPENMYINECTBEHHO MHHUMAABHOIT
crerrern BoipakenuocTr — y 3 (37,5%).

OyHKIHA TOYEK HA MOMEHT BKAFOYECHHSA B HCCACAO-
BaHue ObIAa cHInkeHA Y 32 (74%) GOABHBIX B3 OOIIIEro
gmcaa oocaeaoBanbX. B rpymme C3-1TI mapyrenue
(PyHKIINH TTOYEK OTMEIAAOCH HECKOABKO PEZKE II0 CPaB-
menuro ¢ rpymmamvu uMIITH u BH IV ka., oamako
pasAMYnA HE AOCTUIAAU CTATHCTHYECKOH 3HAYMMO-
cru (50% vs 77% vs 71% coorserctBenno; p>0,05).
B rpymme al'VC mocae kymupoBaHus oCTpoOro sIm3oAa
TMA dynkims nogex ocraBarach curmxennoi B 100%
CAyYaeB, 3HAYUMO pasamdascy ¢ rpymmamu C3-ITI,
uMIITH n BH IV kA, (py 4=0,02, p, 4=0,01, p34=0,002,
cootBeTcTBEHHO). CACAYET TAKAKE OTMETHTD, YTO YPO-
BeHDb chiBOpoTouHOro Kpearnnuua (CKp) B rpymre
C3-I'TI 6b1A HaumenbimMm, 2 XbI1 36 craanm acoctur
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Antib 1 60AbHOM, TOrAa Kak B rpymie al'VC moxasa-
teap CKp oxasaacsa cambiv Beicokum, XBIT 36 cr. A0-
cruran 4 manuenTa, XBI1 54 cr. — 2 manuentTa. ['pyrmer
pMIII'H 1 BH IV xa. o yposaro CKp 3annmasu mpo-
MEKYTOYHOE IIOAOKCHIIE, 2 KOAIYCCTBO IAIIICHTOB, AO-
crurimmx mo3AHnx craanii XbIT cocrasuao 2 u 4 coot-
BeTCTBEHHO (Ta0A. 4). Takum oOpasom, pu nanboaee
aaureapaoM Tedernn C3-IT B cpaBHeHHU ¢ ApyrIMU
rpymmamu mosauue craanu XbIT Habaroaarores pexe,
YTO MOMKET CBHACTEABCTBOBATE O DOACE MECAACHHOM
TEMIIE IIPOrpecCHpoBaHnsA HePOIATHH U OTHOCH-
TeApHO OAaronpuaTaOoM Tedenun C3-ITI [14].
PesyAbTaThl HCCACAOBAHMSA KOMIIOHCHTOB CHCTEMBI
KOMITAEMEHTA Y ITAIINEHTOB C MOP(OAOTHIECKIM IIPO-
dpurem MIII'H npeacraBaensr B Tabaume 5. Meanana
yposas CH50 Bo Bcex 4x rpymmax HaXOAHAACH B pe-
depencrom amanasone (PA), oaAHako y manueHTOB
¢ C3-T'TI atoT MOKA3aTEAB OKA3AACA HAMOOAEE HU3KUM,
HAXOAACH Y HIKHEH IPAHUIIBI HOPMEL, 4 Y 2X OOABHBIX
3TOH IPYIIIIEI HyAEBbIE 3HAUECHHA IIOKA3ATEAA TIEPCUCTH-
POBaAM Ha IIPOTAKEHIN BCero 3a00AeBaHus. T ke TeH-
AGHITHA OTMEYAAACH U € IoKazateAem C3, 3HaveHns KO-



CpOBHMTeﬂbeIﬁ QHONM3 UIMEHEHHI B CUCTEME KOMMIIEMEHT npu MMMYHOI’J’I06yﬂl4H-0I'IOCpeJJ,OBGHHbIX...

OpMI’MHOﬂbeIe CTATbU

Ta6nuua 5 | Table 5

P63yl1bTaTbI unccnenoBaHA KOMMNOHEHTOB CUCTEMbI KOMMJIEMEHTa Yy NayneHToB C MOp¢OJ10rVIl-IECKVIM npo¢vmeM MIrH

Results of the study of complement system components in patients with the morphological profile of MPGN

MokasaTtenb

C3 1M (n=8)

MMIIH (n=13)

BH IV kn. (n=14)

alYC (n=8)

[

KomnnemeHT CH50,
revm/eq
(N 20-40)

C3, mr/mn
(N 0,5-1,8)

C4, mr/mn
(N'0,2-0,5)

CFB, mKr/mn
(N <200)

CFH, mkr/mn
(N 140-260)

C3a, Hr/mn
(N 48-150)

C5a, Hr/mn
(N 2,5-10)

MAK, E[l/mn
(N <1000)

CFD, Hr/mn
(N 0,44-0,9)

AHTK — C3b, %
(N 80-120)

22,3[5,3;33,6]

0,56 [0,44; 0,96]

0,32 [0,24; 0,34]

275,1[222,1;356,6]

838,2+208,1

223,5[143,8;297,7]

16,8 [11,1;23,7]

12355+6686

40,8 [0,9; 96,9]

91,0[75,5; 191,5]

35,3[32,3;37,8]

0,92 [0,70; 1,54]

0,29 [0,27; 0,36]

304,2 [257,8; 343,8]

756,4+256,8

73,6 [55,7; 122,8]

12,0[9,7;17,4]

4994+1036

5,5[0,0;67,5]

100,0 [67,5; 135,5]

29,8 [14,1;33,8]

0,881[0,70; 1,10]

0,27 [0,20; 0,34]

304,5 [221,8; 356,2]

858,1+249,4

111,6 [80,8; 190,3]

12,0[10,2; 13,01

5755+1670

0,6 [0,0; 70,4]

78,3 [54,0; 105,5]

34,9[15,0; 36,9]

1,37[1,16; 2,52]

0,40 [0,38; 0,45]

438,7 [323,3; 449,3]

948,9+206,4

235,2[78,0; 498,3]

11,3 [6,9; 14,0]

5603+1294

100,0 [3,8; 100,0]

111,0[59,8; 156,8]

p12=0,09
p1,3=0,50
P2,3=0,04
p1,4=0,39
P2,4=0,47
P3,4=0,40

p1,2=0,03

P15=0,07

p2,3=0,59
P1,4=0,003
p2,4=0,10
P3,4=0,009

P1.,=0,86
p13=0,36
P25=0,22

P1,4=0,007

P2,4=0,001

P3,4=0,001

p12=0,61

P1,2=0,89

p23=0,79
P1,4=0,010
P2,4=0,025
P3,4=0,008

p1,,=0,39
p1,3=0,89
p23=0,33
p1,4=0,25
P2,4=0,10
p34=0,28

p,,2=0,003
P1,3=0,041
p2,3=0,047
p1,4=0,92
p2,4=0,030
P34=0,25

P1,=0,35
p1,3=0,075
p2,3=0,68
p1,4=0,14
p2,4=0,39
P3,4=0,66

P1,2=0,003
P1,3=0,017
P25=0,25
P1,4=0,036
p2,4=0,25
p3,4=0,95

p1,,=0,45
P13=0,18
p23=0,57
p1,4=0,50
P5,4=0,22
p34=0,11

p12=0,75
p1,3=0,13
p23=0,12
p14=0,75
P2,4=0,89
P3,4=0,23
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TOPOTO HE BHIXOAUAH 32 IIpeAcAbl PA; oAHAKO B rpyIize
C3-I'TI ObIAM 3HAUUMO HUKE B CPABHEHHH C IPYIIITAMHI
uMIIIH i al'VC. D1 AanmBIe YKa3BIBAIOT HA H30BITOY-
noe norpedaenue C3 Beaeacrsue akrusarun AITK mpn
C3-I'T], Toraa kax yposers C3 B ipeaesax PA mpu al VC
B CTAAMH PEMHICCHH CBHAETEABCTBYET O BOCCTAHOBACHHHI
peryasmmu AITK [15,16]. ITpu HOpMaABHBIX 3HAUEHHAX
C3, yposens C3a kommonerra B rpymmax C3-1TI m al ' VC
OBIA TIOYTH OAMHAKOB U BABOE IIpeBhIIaA PA, Toraa
kak B rpyrmax uMIII'H w BH IV kA, ata mokasatean
OCTABAAUCH B IIPEACAAX HOPMAABHBIX 3HAYCHHIH, YTO
oxuAaaemo mpu orcyrersun aucperyaarmn AITK. Kak
nspectHo, AITK paboraer 1o MexaHH3MY «XOAOCTOTO
XOAQY, IIOCTOAHHO PACIIEIIAAA AQKE B HEAKTUBHOM CO-
crosauu HeboApInoe koAmdectBo C3 ¢ obpasoBanuem
C3a. Heemorps Ha poctinkenue craauu pemuccun al VC
V AAHHBIX ITAIINEHTOB, TEM HE MEHee, HAOAFOAAACH I10-
BBIIIEHHBIH ypoBeHb C3a mpu coxpansroremcsa B PA
C3, 8 oramuane ot rpymr uMIII'H u BH IV ka. ITo-
BuAnMomy, C3a ABafercss DoAee TyBCTBUTEABHBIM Map-
kepom axtuBarun AITK, orpaxarontum u3berTouHOE
pacmeniaenue C3,910 He XapakTepPHO IPU AKTHBAIIHN
KIIK [15]. Coaepxanne C5a npessimmaso PA Bo Beex
4x rpymmax, Ho O0Ace BBICOKHE 3HAYCHHUSA OTMEYAAHCH
B rpyrrie C3-I'TL Vposuu MAK mpesbirracn HOpMaAs-
HBIC 3HAYCHIUS BO BCEX IPYIIIAX, OAHAKO B rpyrme C3-1TI
9TOT IIOKA3ATEAB OKA3aACA DOACE YEM ACCATUKPATHO
IIOBBIIIEH, 3HAYHMMO IIPEBOCXOAA €I'0 YPOBHU B OCTAAB-
HBIX rpymmax (1abA. 5), uro mpu coxpanenun C4 B PA
HOATBEPIKAAET AKTUBAIINIO TEPMHHAABHOIO IYTH KOM-
IIAGMEHTA BCACACTBHE THIrepakTuBarnuy uvenHo AITK.
B rpymme C3-I'TI mexay C3 1 MAK BrisiBACHA cHABHAA
obparnas ceaspb (r=-0,826, p=0,011), Toraa xak B rpymie
al'VC — mpamas (r=0,714, p=0,047). B aroii xe rpymme
BBIABACHA CHABHAS IIPAMAS KOPPEAALIIA MEKAY IOKA-
sareasmu C5a u MAK (1=0,738, p=0,037) u mexay C3
u C4 (1=0,819, p=0,013). Vkasaumsle B3aUMOCBA3M, KaK
MBI TIOAATA€M, OTPAKAFOT HAPYIIEHHBIH KOHTPoAb AITK
mpu C3-I'TI n Boccranosaennsiii koHTpOoAb AITK mpn
al'VC B craann pemuccur. OAHAKO TIOBBITIEHHBIN YPO-
Berb MAK, xax i C3a, mpur AAHHOI IIATOAOIIH CO3AQET
BIICYATACHIE O HEIIOAHOM PEMUCCHH HA MOACKYAAPHOM
yposre. HeoOXOAHMO OTMETHTE CHABHYIO OTPHIIATEAD-
myro cBasb MexAy CH50 u MAK mpu C3-I'TI (r=-0,949,
p=0,05) i ogens cuapnyro mpsAmMyro —MexAy CH50 u C3
(r=1,000, p=0,01), urO TakKe OTpaKAET THIIEPAKTHBA-
muro AITK. B rpymme al'VC moao0Has 3akoHOMEpPHOCTD
orcyrcTBOBaAd. HecMOTps Ha IOBBIIIEHHbBIE YPOBHH
C3a, C5a u MAK, yposenns C3 coxpansiaca 8 PA. Harru
PE3YABTATBL OTAHYAIOTCA OT PE3YABTATOB 3aPYOCKHBIX
aBTopos [17]. Bo3amoxkHO, AAHHEIE TIOKA3aTEAH, COXPa-
Hsrormecs mossiteHHbMy Ipu al YV C B rieproA pemric-
CHH, CBHAETEABCTBYIOT 00 ymepeHHoM akTuBarmu AITK
B OTCYTCTBHE KAMHHYECKUX IIPOABACHHI M OTPAKAFOT
XPOHHYECKOE CYOKAMHUYECKOE TEUCHHE IOYECTHON
TMA ¢ owaroBsiM TpoM600Opa3sOBaHMEM B MHKPO-
LIUPKYAATOPHOM PYCAE IIOYCK, HE BEIXOAAIIEM HA CH-
CTEMHBIH YPOBEHb, O YeM ITHCAAOCh Hamu panee [18].
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C marreii Touxu 3penud C3-I'T1 u al'VC aBasroTcs kom-
IIAEMEHTOIATHAMHI XPOHIYECKOIO TEUEHNUA C HAPYIIICH-
ueM KoHTpoAeM AlIK u coxpamsromnerics ymepeHHONR
AKTUBHOCTBIO KOMIIAGMEHTA AQKE B OTCYTCTBUE KAUHI-
JeCKUX IpoABAeHNI. [ToCKOABKY cocTOfIHIE CHCTEMBI
KOMITAEMEHTA BO Bpems ocTporo smusoAa al'VC 6e1a0
HCCAEAOBAHO B HAIIICH IPeAbIAyIneH padore [19], Mbr
perruan cpasuuts rpymmy C3-ITI, ssasrormerics mep-
BHYHO XPOHUYCCKUM BHAOM IIATOAOTHH, C IPYIIIOI
al'VC B mepmoa pemuccnn, 9To, KaK MBI ITOAATAAH, 110-
3BOAHT IIOATBEPAHUTH HAIIIE IIPEAIOAOKCHICE.

[Tpn nccaeposannn peryasropusix daxropos AITK
OTMEUEHBI ITOBBLIIIIEHHBIE YPOBHU Kak (paKTOPOB, 110~
teanupyromux akrusanuio AITK (CFB, CFD), tak
u 6aoxkupyrorux ee (CFH), aro pacxoanTes ¢ AAHHBIME
3apYOEIKHBIX HCCACAOBAHUI, BEIBASIOIIIX CHIDKCHIE
VPOBHSA 9THX ITOKA3aTCACH IIPU KOMITAEMEHT-OIIOCPE-
AOBAHHBEIX HE(POIATHAX BCACACTBHE H3OBITOYHOIO
ux orpedAeHns. MBI TOAAraeM, 9TO BBICOKHE YPOBHHU
CFB, CFD npu C3-T'TI u al'VC 00ycAOBAEHBI HX KOM-
IICHCATOPHBIM BOCIIOAHCHIIEM, HEOOXOAHMBIM AAS TIOA-
AeprKaHnf cTaOHMABHON KoHIeHTparun C3-KOHBepTa3h!
AIIK, 3a cuer yCHACHHS CHHTE3a IICYCHBIO B OTBCT
Ha IIOBBIIIICHHOE ITOTPEOACHHE, 00ECIIeIHBAIOIIEE 110-
CTOSHHYIO BBICOKYIO aKTHBHOCTD 3TOTO I1yTn. [Ipn sTom
6oaee muskue suadenus CEFB u CFD B rpymme C3-IT1
1o cpasaenuro ¢ rpymroil al'VC moryr obbacHATECA
ux DOAee AKTUBHBIM IIOTPEOACHHEM, OIIEPEKAFOIIIM
TEMIT BOCIIOAHEHUA. [T0AydeHHBIE PE3YABTATHI, TAKUM
00Pa3OM, IIOATBEPIKAAFOT HAIIIE IIPEAIIOAOKEHHE 00 OT-
CYTCTBHH IIOAHOTO BOCCTaHOBAeHHA KOHTpoAd AITK
npu paspernernn ocrporo smmzoaa TMA mpu al'VC.
[To AQHHBIM HAIIIETO IPEABIAYIIETO MCCAEAOBAHII,
IIPOAEMOHCTPHPOBABIIIEro Beicokuil yposens CFH
mpu al'VC, MBI IIPEATTOAOKUAH CBA3B 5TOr0 (heHOMEHA
¢ HU3KOH (DYHKIIMOHAABHON aKTHBHOCTBIO (PakTOpa
BCACACTBHE HAAHYHA reHermdeckoro aedexra [19].
BriBaena cuapnas ooparHas koppeadrua mexAy CFH
u CEFD y 6oapnsix C3-I'T1 (r=-0,826, p=0,011), uro,
IIO-BHAMMOMY, OTpaKaeT Hapyrenue peryasiun ATTK.
Coaepranue antu-C3b-AT Bo Beex rpyImmax He IpeBbI-
rrano rpasuiel PA, oanako B rpyme C3-I'TTy 2x (25%)
HAIIIEHTOB OTMEYEH IOBBIIICHHBI YPOBEHD 9TOTO I10-
kazareAs. Y oboux marmenTos umeaack BITA (50%),
n Haangue aHTH-C3b-AT y HHX COYeTaAOCh C HU3KHM
yposrem C3 i CH50, o conocTaBuMO ¢ 3apyOeKHBIME
AarsbME [10, 10]. ArT-C3b-AT OblAE TakiKe OOHAPY-
#eHsl y 2 (25%) manmentos B rpyre al 'Y C pu coaep-
sxanmu C3 B PA, 1 512 HAXOAKA HE UMEAQ KAUHIYIECKOTO
suadenus. CTaTUCTUYECKNX PA3AMYHI MEKAY IPYIIIIAMEI
HE OTMEYEHO.

3axaroueHue

B pesyaprate mccaeAOBaHNA H3MEHEHHHI KOMIIAE-
MEHTAPHOTO CTATyCa ABYX KOMITAEMEHT-OIOCPEAOBAH-
merx 3a00AaeBanuil — C3-I'T1 u al'VC — B cpaBueHun
C KAACCHYECKUMH HMMYHOTAOOYAHH-OIIOCPEAOBAH-
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Hevu BapuaHTaMr MITI'H, MBI BEIBHAT PAA CXOACTB
I pasAnumi MexAy Humu. M3smeHeHHBIE YpOBHHU
karoueBerx kommonerTos AIIK (C3, C3a, C5a, MAK)
y marmento ¢ C3-I'TI orpamkaror, Kak MBI IIOAAraeM,
TUIIEPAKTUBAIIMIO 9TOTO IIyTH Ha BCEX YPOBHIAX, YTO,
OAHAKO, HE IIPHBOAHT K OBICTPOI IOTEPE ITOYCUHOM
pyHKITIH, HECMOTPS HA AAUTEABHOE IIEPCHCTHPOBAHIE
HC u orcyrcerBue TapretHOII Tepanun. AaHHOE HAOAIO-
ACHIIE, ITO-BUAUMOMY, AA€T OCHOBAHHUSA KOHCTATHPOBATDH
OTHOCHTEABHO OAArOIPUATHOE TEUEHHE IIOYEIHOIO
mporecca. Y maruenTos ¢ al'YC nsmenenus B cucreme
KOMITAGMEHTA, XOTA U CAADO BBIPAKEHHBIE, OCTAFOTCA
AQKE IIPU AOCTIZKCHIN KAUHITICCKOH PEMICCHH, O YEM
CBHAETEABCTBYET YMEPEHHO IIOBBIIIEHHOE COACP/KAHIC

OpMI’MHOHbeIe CTATbU

MAK. Takum 06pa3oM, BEISIBACHHbBIC H3MCHEHUA AAFOT
ocHOBaHIE 00CYXAATh XpoHHdeckoe teuerne TMA,
0OYCAOBACHHOE COXPAHAIOIIUMCS MIHHMAABHBIM
yposuem aktuBanun AITK. Menee BoipaxeHHbIC 13-
MEHEHHUA ITOKa3aTEACH IPH MMMYHOKOMIIAEKCHOM
MIII'H cBHAETEABCTBYIOT OO aKTUBALIMHE KOMIIACMEHTA
o KIIK. Caeayer ormernTs, 9TO B IIEAOM CHCTEMA
KOMITAEMEHTA NMEET OUE€Hb CAOKHBII MEXAHU3M CAMO-
PEryAALINH, €IIe He AO KOHIIA H3Y9IEHHBIH, 9TO TpeOyer
IIPOBEACHISA AAABHECUIINX MCCACAOBAHHUI B 9TOM 00-
AACTH, IIPIYEM HE TOABKO IIPH U3BECTHBIX IIPOTOTHIIN-
YECKUX KOMITAGMEHTOMATHAX, KaKuMu ABAsroTcs al Y C
u C3-1T], o u mpu Apyrux (popmax TAOMEPYASPHON
HATOAOTHM.

HWKTO 13 aBTOPOB HE MMEET KOHGDITMKTOB MHTEPECOB.
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Karouesvie crosa: tonesis, accoyuuposatiias ¢ anmumenamu K basaaviol Membparie K1y60uKa, Xporuteckas 601esis no-
UeK, UMMYHOCYRpeccusHbLe npenapantvl, nAasMo00Mer

Pesrome

Lleaun paﬁomu: OIIMCaTh 0COOEHHOCTH TEUEHHA U UCXOABI 00A€3HH, ACCOLIMIPOBAHHON C AHTUTEAAMH
K 6a3aapHOM MeMOpaHe KayOouka (aHTH-BMK Goae3Hs).

Memods:: B IPEACTABACHHYIO CEPHIO CAyUaeB ObIAM BKAFOUEHBI Ha0ArOACHHA HarueHToB ¢ antu-bMK
00AE3HBIO U3 PA3AUYHBIX PETHOHOB CTPAHbI. AMArHO3 yCTAHABAMBAAM HA OCHOBAHUH KAMHIKO-AaGoparTop-
HBIX (OBICTPOIIPOIrPECCUPYIOIINII rAoMepyAoHedpHT, AU dy3HOE arsbBeoaApHOEe KpoBoTedeHue — AAK,
ypoBens antureA K BMK, npesbiarommuii pedpepescHble 3HaUeHUA AOKaABHOU AaGoparopun) u/vau
MOP(OAOTHIECKHX (IKCTPAKATHAAAPHBI raomepysoHeput — DKTH - I Tna) AaHHBIX, a TakOKe B COOT-
BETCTBHU C OIPEAEACHUEM, IPUHATHIM Ha KoH(pepenimu B Yanea-Xuase B 2012 1.

Pesyavmamor: B uccaeAOBaHUE OBIAU BKAFOUEHBI KAMHUYECKIE HAOAFOAE€HNA IIECTH NAIIHEHTOB, OAHOTO
My>KUuHBI (24 roaa) u ratu sxeHiuH (0T 27 Ao 67 aet), c antu-BMK G0Ae3HB10, KOTOPBIE IIPOXOAHMAN ACUe-
Hue B 11eproA ¢ 2016 mo 2023 rr. Cpean HEUX HopadkeHUe MOYEK, IIOTPeCoBaBIIIee IPOBEACHA 3aAMECTUTEAD-
HOI II0YEYHOM Tepanuu B Ae0roTe 3a00AeBaHN A, ObIAO BEIABACHO y IIATH, [IOPAXKECHHUE ACTKHX — Y UETBHIPEX,
ABO€ M3 KOTOPBIX HY>KAAANICh B MHBA3MBHOM BEHTHAAIIUN AETKUX B cBA3U ¢ passutueM AAK B aeGrore.
broncusa nouku 6b1Aa BEITIOAHEHA ABYM ITAIIMEHTaM, B 000uX cAydaax BeiaBaeHa Kapruaa DKTH I tuma
c noayayauamu B 100% xayOoukos. Bee manpeHThI IToAydasn Ae4eHIE TAFOKOKOPTUKOHUAAMI B HAYAABHOM
Ao3e 50-60 Mr/cyT o IpeAHU30AOHY, IIATH MAIMEHTOB ITOAYYaAr LIMKAO(oCchaMuA (CPeAr HHUX YeThIpe
IIEPOPAABHO), CEAHCHI MAA3MO00MEeHA IIPOBOAMAM B YeTBHIpEX cAydasx. IIpu aTrom cxema AeueHus IIOAHO-
CTBIO COOTBETCTBOBAAA PEKOMEHAYEMOMY CTAHAAPTY AHUIIL B ABYX CAyuaax. Tepammsa COIPOBO’KAAAACE
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OerMHaanue CTaTbH

H.M. bynanos, A.A. Anekcees, C.A. KoHuuHa 1 coasT.

Pa3BUTHEM TAKEABIX HEXKEAATEABHBIX ABACHUMN y IIATH HAIUEHTOB, CPEAU KOTOPBIX HanboAee YaCTBIMU
Ob1AM Aetikonenusa u nH(ekuu. Bece manueHTHI BBDKUAN U AOCTUTAY CTOMKOM PeMUCCHH. Y UeTBEPHIX
W3 [IATH IAIUEHTOB C IOPAKEHHUEM IT0YeK (PYHKIA UX He BOCCTAHOBUAACH, U OHU IIPOAOAKAIOT IIOAYYATh
3aMECTUTEABHYIO II0YEYHYIO TEPAIIHUIO.

Bv1600s1: B peaAbHONM KAUHUYECKON MPAKTHKE COXPAHAIOTCA TPYAHOCTH B AMATHOCTHKE U ACYCHUU
aatn-BMK Goae3nu, a moueyHass BBDKUBAEMOCTD ITALIIEHTOB OCTAETCA HEYAOBACTBOPUTEABHOM.

Abstract

Aim: to describe the clinical course and outcomes of the anti-glomerular basement membrane (anti-
GBM) disease.

Methods: in this case series we included patients with anti-GBM disease from different regions of the
country. The diagnosis was established based on the clinical and laboratory features (rapidly progressive
glomerulonephritis, diffuse alveolar hemorrhage (DAH), anti-GBM antibodies levels exceeding the reference
range of the local lab) and/or morphological evaluation (extracapillary glomerulonephritis (ECGN) type I)
according to the Chapel Hill 2012 consensus conference definition.

Results: We enrolled six cases of anti-GBM disease, one male (24 y.0.) and five females (from 27 to
67 y.o.), who were diagnosed between 2016 and 2023. Among them, five had kidney involvement requiring
kidney replacement therapy at the disease onset. Four patients had lung involvement, among them two
required invasive ventilation due to DAH at the onset. Kidney biopsy was performed in two cases and
showed ECGN type I with 100% crescents in both. All patients received glucocorticoids at an initial dose
of 50-60 mg q.d. (prednisolone equivalent), five received cyclophosphamide (four of them oral), and four
received plasma exchanges. It should be noted that the treatment regimen was in complete compliance
with current guidelines only in two cases. Severe adverse events occurred in five patients, leukopenia and
infections being the most common. All patients survived and achieved complete remission. Among five
patients with kidney involvement four developed chronic kidney disease stage 5 and continued receiving
kidney replacement therapy.

Conclusion: management of anti-GBM disease presents a challenge in the real-world practice. Kidney

survival remains unsatisfactory.

Key words: alternative complement pathway, MPGN, C3 glomernlopathy, aHUS

Bseaenue

Boaesnp, accoruupopannas ¢ aHTHTEAAME K 0a3aAb-
Holi MemOpane kAyOouka (antu-bBMK-0oaesns), mpea-
CTaBAfCT COOOH BACKYAHT C IOPAKCHUEM KAIIHAASPOB
KAYDOYKOB 1/HMAM aABBEOA € OTAOKeHHeM anTH-BMK
AHTUTEA BAOAD OA3aABHBIX MEMOPAH B IIOPAKEHHBIX TKA-
max [1]. Caeayer OTMETHTD, YTO COBPEMEHHAA HOMCH-
KAQTypa PEKOMEHAYET BO3AEP/KATHCA OT UCIIOAB30BAHUA
HCTOPHUYECKOIO Ha3BaHUA «O0AE3HB | yATacuepay, paBHO
KaK M APYruX 51OHUMOB. KAnHIYeckas KapTHHA aHTH-
BMK 6oaesnn y OOABIIMHCTBA AITMEHTOB ITPEACTAB-
ACHA OBICTPOIIPOIPECCHPYIOIIUM TAOMEPYAOHEPPUTOM
(bIII'H), koTOpEBI B IOAOBHHE CAYIAEB COIIPOBOKAA-
ercs pasBuTreM A(@GY3HOTO AABBEOASPHOIO KPOBO-
teuenns (AAK) [2].

Beuay peakocru antn-BMK 6oAesan Tounsie au-
ACMHOAOTHYCCKHE AAHHEIC O €€ PACIPOCTPAHECHHO-
CTH OTpaHUYEHEl. 32D0AEBAEMOCTD COCTABAAET OKOAO
1,64 HOBBIX cAy4yaeB Ha | MHAAHOH HACEAEHHS B TOA,
LIPU 9TOM AOAA 3a00AEBAHUA B CTPYKType HPUIHHA
BIII'H cocrasaser ao 15% [3, 4].

Oruonorus antu-bBMK Goaesun ocraercs He B IToA-
Hom Mepe ficHa. [o Bcelt BUAMMOCTH, B pasBUTHH 32-
GOAEBAHNA CYIIECTBEHHYIO POAb HIPAET COYCTAHUE
T€HETHYECKON IIPEAPACIIOAOKEHHOCTH U (PAKTOPOB
BHEIITHEH CPeABL. B TO ke Bpems, ormcan psA IyCKOBBIX
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(TpHrTepHBIX) (PAKTOPOB, HHAYIIUPYIOIIUX IIPOAYKIIHIO
ayTOaHTHTEA K a3-11en koAAarena IV Tuira, Takux Kax
nH@EKINOHHBIE 3a00AEBAHUSA, B TOM YHCAC BHPYCHI
rpura u SARS_CoV2, kypenue u BABIXaHIE Pa3ANY-
HBIX JTACBOAOPOAOB, IIPHIMECHCHIE MOHOKAOHAABHOIO
arruresa Kk CD52 aaemrysymaOa, yAapHO-BOAHOBOI
AUTOTPHUIICHH U TPAHCIAAHTAIINA IIOYKH Y IAIIIEHTOB
¢ cuaApoMoM AabropTa [5-7]. D1r PaKkTOpEL CIIOCOOHEL
HHAYIIIPOBATh MECTHYIO BOCIIAAUTEABHYIO PEAKIIUIO,
IPUBOAAIIYIO K HAPYIICHHIO CTPYKTYPHl 0A3aABHOMI
MeMOpPAHBI KAITHAASPOB U IIPEACTABACHHIO €€ CKPBITBIX
AHTHICHOB KACTKAM HMMMYHHOI CHCTEMEL, 4 TAKIKC BBI-
3BIBATH AHCPEIYAALIMIO AAIITHBHOIO HMMYHUTETA, 9TO
puBOAUT K hopmuposannio anturea kK BMK, kotopsre
HMEFOT CYIIECTBEHHOE 3HAYEHNE B IIATOTEHE3€e 3a00A¢-
BAHHA U CAY/KAT IEHHBIM AHATHOCTUYIECKIM MAPKEPOM.

B macrosiee Bpemsa AOCTOBEpPHBIE AAHHEIE O 3200A€-
Baemoctu auTH-BMK GoAesnbro u kAnHIKO-AeMOrpadu-
YECKHX XaPaKTEPHCTUKAX IAIneHToB B Poccnu oTeyrer-
ByIOT. LleApro Harrre#t paboTsI OBIAO IIPEACTABHTD CCPUIO
HAOAIOACHNMI marneHToB ¢ aHTH-bMK GoaesHbro 1 orm-
caTb OCOOCHHOCTH TCYCHUS M HCXOABI 3a00ACBAHIIS.

MeTtoApbl

B IIPEACTABACHHYIO CEPHUIO CAYIACB OBIAM BKAIOYEHBI
PETPOCHICKTUBHBIC AAHHBIC ITAITMCHTOB C AMArHO30M
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anTu-BMK GoaesHm, KOTOPBIIA BBUAY OTCYTCTBHA OOIIIE-
IPUHATHIX AUATHOCTHYECKHIX U KAACCH(PUKAIIIOHHBIX
KPUTEPHCEB YCTAHABAMBAAU HA OCHOBAHIHI KAFHIICCKIX
(BIITH n/uan AAK), aabopatopubIx (YpOBEHD aHTH-
teA k BMK, npespirmarormnii pedepercHbie 3sHaUueHIA
AOKAABHOI Aaboparopun) n/uAn MOPHOAOTHIECKIX
(9KCTpaKamAAAPHEIA TAoMepyAoHedpuT | THITA) AH-
HBIX, 2 TAKAKE B COOTBETCTBUU C OIIPCACACHUECM, IIPHHS-
TBIM Ha COrAacHTeARHON koH(epentun B Yanea-Xuane
B 2012 1. [1]. BercTpOnporpeccHpyroImM CINTaAl TAKOE
TEUEHHE ITOYCIHOIO IIPOLIECCa, IIPH KOTOPOM TEMIIbI
HAPACTAHHA YPOBHA KPEATHHUHA CHIBOPOTKH COOTBET-
CTBOBAAH KPUTECPHUAM OCTPOIO IOBPEKACHHSA IIOUCK
110 kaaccudukarmn KDIGO uau npu cHIKEHIH pac-
YETHOH CKOPOCTH KAYOOUKOBOI (DHABTparium B =2 pasa
3a =3 mec [8]. AuddysHoe aabBeOAIPHOE KPOBOTEUE-
HHE B OTCYTCTBHE OOIIEIIPUHATHIX KPUTEPUEB AHATHO-
CTHPOBAAM HA OCHOBAHUI COYCTAHHSA KPOBOXAPKAHD,
cHIKeHUs ypoBHs reMoraobuna Ha =20 r/ A 3a 24 vyaca
U XapakTepHoi pertrenoornaeckoit uan KT kaprumsr.
Amnrmreaa k BMK onpeaeAfiAr KOAYeCTBEHHO METOAOM
mvmmysodepmentroro anaausa (MIQA). Crparuduka-
IIHEO CTAAMI XPOHUYECKOH OOAE3HHU IIOYEK IIPOBOAUAT
B coorserctBuu ¢ pexkomerparuavu KDIGO u Hanu-
oHaABHOH accormarun Hedppororos Poccun [9, 10].

Bce manueHTE IPOKHBAAU B PA3HBIX PETHOHAX
CTPAHEHI, IIPOXOAUAN CTAIHOHAPHOE OOCAECAOBAHHE
U AGUEHHE B KAMHHKE PEBMATOAOIHH, HE(DPPOAOTHH
u npoduarosorun my. E.M. Tapeesa YHuBepcurerckoi
kanupgeckoit 6oapHuIE Ne3 PI'AOV BO Ilepserit
MI'MVY um. I.M. Ceuenosa u/uau I'BY3 Baaaumup-
cKaf 00AACTHAS KAMHIYeCKas OoAbHHIIA. FlccaeaoBarne
OAOOPEHO AOKAABHBEIM 3THYecKHM KomuTeToM PI'TAOYV
BO Ilepssit MI'MYVY uwm. JI.M. Cedenosa (mpoTokoa
Ne(4-24 ot 21.02.2024).

[Ipu OCTyIIACHIN B CTALIHOHAD BCE IAIIICHTBI IIOA-
mucasn HHGOPMIPOBAHHOE AOOPOBOABHOE COTAACHE,
BKAIOYAIOIIICE B CeOSl COrAACHE Ha HCIIOAB30BAHIE 00C-
3AMYCHHBIX MCAUIIUHCKIX AAHHBIX O COCTOSIHUH 3A0PO-
Bb [larmenta, pe3yAbTaTax 0OCACAOBAHUSA U ACUCHNH,
HHBEIX PE3YABTATOB IIOAYICHHOHN KAMHHYCCKOH IIPaK-
THKH, AAl OCYIIECTBACHHSA HAYIHO-HCCACAOBATEABCKON
ACATEABHOCTH YHHUBEPCUTETA U ITPOBEACHHSA HAYIHBIX
U KAMHHYCCKUX HCCACAOBAHUM, UX OIYyOAMKOBAHUSA
B HAYYIHBIX H3AQHIAX, 4 TAKKE C IIEABIO HCIIOAB30BAHIA
B oOy4aromux neAsix. Habaroaerne marumenTa 1 05100
paree OIyOANKOBAHO, OAHAKO ITPUHUMAS BO BHIMAHIE
3HAYIUMOCTD ODOOIICHIUSA BCEX AOCTYIIHBIX CAYYIACB 32-
OOAEBAHUA AASl TOAYUEHHSA OOAEE TIOAHOTO HA0OPA AAH-
HBIX, ABTOPAMHE OBIAO IIPUHATO PEIIEHHE O BKAIOYCHII
3TOTO CAydYas B IIPEACTaBACHHYIO cepuro [11].

[Tpu TOArOTOBKE IIyOAHKAIIHI ABTOPEI OPUEHTUPO-
BaAuce Ha pexomenaarun CARE 1o marnmcannio kan-
HIYECKHUX CAYYaeB U cepuil caydaes [12].

BBuAy maaoro wmcaa HaOAIOACHUIA, BOIIEAIITNX
B CEPHIO, BCE KOAMYECTBEHHBIE AAHHBIE IIPEACTABACHBI
B BUAC ADCOAFOTHBIX 3HAYCHUH. ABTOPAME OBIAO IIPH-
HATO PEIIEHNE BO3ACP/KATHCA OT FCIIOAB30BAHIS JACTOT
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(IpOIIEHTOB), MEp IEHTPAABHBIX TEHACHITHH U AUCIIEP-
CHH, IIOCKOABKY 9TH ITOKA3aTEAH MOTYT HEAACKBATHO Xa-
PAKTEPU30BATh MAAYIO BBIOOPKY H, TEM CAMBIM, BBECTH
YUTATCAS B 3a0AYVKACHIE OTHOCUTEABHO BHEIITHCH Ba-
AMAHOCTH TIPEACTABACHHBIX AAHHBIX.

PesyabraTe!

B nccaeaoBarue OBIAM BKAFOUEHBI KAMHUYECKIE Ha-
OAFOAEHUS ITIECTH ITAITHEHTOB, OAHOIO MYAKIHHBI U IIATH
sxeHmuH ¢ anTu-bMK 6oaesnbio, KOTOPBIE ITPOXOAUAH
aedenne B neproA ¢ 2016 o 2023 rr. Cpean HuX y 110-
AOBHHBI 3a00A€BAHNE ACOIOTHPOBAAO HA TPETHEM A-
caruaernu xu3Hu (24-30 AeT), y OCTAABHBIX B BO3pacTe
57-67 aer (Taba. 1). Boamoxmsie mpoBorupyrorue
(paKTOPEL, IIPEAIIECTBOBABIIIEE MAHI(DECTALIII KAUHH-
YECKUX IIPOABACHHI, OBIAN BBIABACHBI B IIATH CAYYadX:
yrotpedacrue Kypureapsix cMeceit (I[lanment 1), kon-
TakT ¢ AesuHdunupyrormmu cpeactsamu (Ilanuent 2),
pecrimparopusie uadexnun ([lannenter 5 n 6), BkAFoO-
gasg COVID-19 (Ilaruent 4). [TepBoiMu KARHIYECKIMI
IIPOABACHHAME 3a00AEBAHIA, KOTOPBIE CTAAH ITOBOAOM
AASl OOpAITIEHNSA 32 MEAUITIHCKOM ITOMOIIIBIO CTAAH KPO-
poxapkaube ([lamuent 1), makporematypus (I larmenTsr
2,3 m 5), amxopaaka (marenTsr 4 u 0). BBuaAy Berpaken-
HOTO CHCTEMHOI'O BOCIIAAUTEABHOTO OTBETA B AOIOTE
zaboaesanusA cocrosnue [ larmentos 2-6 B AeGroTE OBIAO
paciieHeHo Kak HH(MEKIINOHHOE 3a00AEBAHIE, B CBA3N
C 9EM BCE OHH IIOAYIAAU AHTUOHOTHKOTEPAIIUIO Pas3-
AMYHBIMI KAACCAMH ITPEIAPATOB.

CpeAn ImecTs IMaIMeHTOB ITOPaKEHHE IIOYEK Pas-
BHAOCBH y IATH (3a uckarodenneM Ilanmenta 1), npn
3TOM Y BCEX U3 HHX OHO OBIAO IIPEACTABACHO OCTPHIM
HeDPUTHIECKIM CHHAPOMOM: TeMATYPUEH PA3AMIHON
CTEITEHH BBIPAKEHHOCTH, IPOTEHHYpHEl cyOHEpO-
THYECKOIO YPOBHA B COYCTAHUU C OBICTPBIM PA3BUTHEM
oaunrypudeckoit popmsr OINIT, aro morpeboBaro nHu-
LUAITIN 3AMECTHTEABHON IIOYEYHON TEPAITIH II0 3KC-
TPEHHBIM IIOKA3aHHAM Ha CpOKax oT 3 A0 13 AHell mocae
rocrurasusarun (Taba. 1). V [ammenTa 1 B AmHammke
OBIAO TAKAKE OTMEYECHO HAPACTAHKE YPOBHA KPEATHHIHA
¢ 91 A0 138 MKMOAB/ A, OAHAKO 9TO IIPOHU3OIIAO YiKE
IIOCAE€ HAYAAA ITATOTEHETHYECKOM TEPAIIIH 1 C OOABIIIEIT
BEPOATHOCTBIO OBIAO IIPOSBACHHEM IIPEPEHAABHOTO
OI1I1, acconuupoBaHHOTIO ¢ cercucoM. buoricnsa nouxn
Obraa BoimoaHeHa [larmentam 2 u 5, B 0boux caygasx
ee IpoBeAcHUe OBIAO OTCPOYEHO Ha 4 1 3 Mec. coOT-
BETCTBEHHO, BBUAY TAKECTH COCTOSHHA ITAITUEHTOB B Ae-
BrOTE M/ MAN TEXHUHYECKIMU CAOKHOCTSMH, CBA3AHHBIMI
C BO3MOJKHOCTBIO BBIITOAHEHHUA AHATHOCTHYECKOTO BMe-
IITATEABCTBA B pernone. B obonx cAygasx Obiaa OAY-
YeHA KAPTHHA 9KCTPAKAITHAAAPHOIO TAOMEPyAOHEeD-
pura I tarma ¢ pudposHo-KACTOIHBIME 1 (PUOPOZHBIMU
noayAyausamu B 100% kayboukos (Taba. 2, Puc. 2).

[TopakeHne A€rkuxX OBIAO OTMEYEHO Y YETBIPEX
manueHTOoB, mpu 3ToM y IlarmuenTos 1 u 2 passuaace
KAaccugeckas KapTuHa AU Y3HOro aAbBEOASPHOTO
KPOBOTEUEHHSA C ABIXATE€ABHOI HEAOCTATOYHOCTBIO, I10-
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H.M. bynaros, A.A. Anekcees, C.A. KorumHa 1 coasr.

UcxopHble XapaKTepucTukKu nayneHTos

Baseline characteristics of the patients

Ta6bnuua 1 | Table 1

Mon KpeaTnHuH
MNauueHTsl, ’ . . CbIBOPOTKM MoTtpebHocTb AnTn-BMK
Bo3pactT Bo3moxHbili  [lepBbin Y, ny, MopaxeHne
roa fo Havana Onurypua B 3MT AT, AHLIA
neb6ioTa, Tpurrep cumMnTom BN/3p r/n nerkux
ne6ioTta ner neyeHus, B aeblote en/mn
MKMonb/n
MEMFERE Y oy DSTRNIUSUEGEDS  {Peres 91 Het 5 0 Het DAK, VBJT >200 Het
2016 cmecn XapKaHbe
Le3nHon-
MaymneHT 2 Makpo-
2017 X, 27 uupyoumne remaTypus 535 JIE] >100 3,0 Oa OAK, BN >200 Het
cpepacTea
Maunent3 o 3, - ELT 1068 Ha 15 27 [la Her >200 Her
2018 ! rematypusa !
g'g;‘;'e” 4 xe7 COVID-19  Jluxopaaka 651 Ja >100 14 Ja u3n >200 Het
Maunents 57 OPBM Makpo- 830 fa  >100 01 fa Her <20 Her
2022 ! rematypus !
g'g;‘;'e” 6 xe7 OPBM  Jfuxopaska 936 Ja  >100 - i W3n 5200 Her

Mpumeyarusa: AHLLA - aHTuTena K umtonnasme HentTpodunos, JAK - anddysHoe anbBeonsapHoe KpoBoTeueHue, X - eHcKunii non, VIBJ1- nHBa3viBHaA BEHTUNALMA NETKKX,
W3/1 - nHTepctuymnanbHoe 3abonesaHue nerkux, M — my»ckoi non, OPBW — octpas pecnupatopHas BupycHasa nHpekuus, MY — npotennypus, 3Y — sputpoumntypus.

AHLIA - antineutrophil cytoplasmic antibodies, JAK - diffuse alveolar hemorrhage, K - female, VBJ1 - invasive ventilation, U3J1 - interstitial lung disease, M — male,
OPBW - acute respiratory infection, MY - proteinuria, 3Y - erythrocyturia.

Pe3yana'n>| MOp¢0110FI/NeCKOFO nccneqoBaHnA TKaHU NOYKN

Results of the morphological evaluation of the kidney biopsies

Ta6nuua 2 | Table 2

KnetouHble Atpodusn
Yucno MonHocTblo

Knacc n $ubposHo- KaHanbLeB
MNayneHTbl KNy6OUKOB CKNnepo3npoBaHHble NmmyHodnioopecueHuma

HedpuTa o KNeTouHble 1 ¢nbpo3

B 6uonrarte Kny6ouku, % o
nonynyHus, % MHTEpCTULMA
OparMeHT TKaHK 19G +++, C3 ++, Kanna ++,
MaywneHT 2 SKrH I tuna 4 0 100 HeageKkBaTeH Anst  NAM64a +++ — INHENHO, CTEHKN
OLEHKMN KanunnapHbIX NeTesb

MayneHT 5 JKIH | Tuna 34 11,8 100 30 I9G +++ — NMHEIHO, CTeHKM

KanunnapHbIX neTenb

Mpumeyarus: SKMH — skcTpakanunnapHbii rnomepynoHedput, IgG — immyHornobynuH G, C3 — C3-KOMMNOHEHT KOMMIeMeHTa.

OKIH - extracapillary glomerulonephritis, IgG — immunoglobulin G, C3 — complement component C3.

TpeOOBABIIICH IPOBEACHHS NHBA3HBHOHN BEHTHAALINN
aerkux (Puc. 1). V manmenTos 4 u 6 npu KT opranos
IPYAHOMN IIOAOCTH OBIAN OITHMCAHBI HHTCPCTHIINAABHEIC
N3MEHEHUA TKAHH ACTKUX IO THITY «MATOBOTO CTECKAQ»
B OTCYTCTBHE KPOBOXAPKAHBA U CHIKEHNA CATYPAIIUHL.
[Ipurumas BO BHIMAHHE, IIPEAIIIECTBOBABIIUE B 9THUX
caygasx Aebrory antu-bBMK pecriuparoprsie mrdex-
LU, HEAB3S HCKAIOYNTD HX BKAAA B (DOPMHPOBAHIE
HM3MCHECHHUH B TKAHH ACTKHX.

V mATH manmeHToB AMAIHO3 OBIA ITOATBEPKACH
Ha OCHOBAaHHH BBICOKOTO ypoBHA aHTHTEA K BMK,
y Ilamuenta 5 yposens antu-BMK antnrea coxpa-
HAACA B IIPEACAAX pedpepEHCHBIX 3HAYCHNUI, 4 AHATHO3
OBIA ITOATBEPIKACH C IIOMOIIBIO MOPEHOAOIHIECKOTO
nccaeAoBaHmsA. Hu y KOTo 13 marueHToB He OBIAO BBI-
ABACHO CEPOAOIMYICCKUX MAPKEPOB APYIUX Ay TOHMMMYH-
HBIX 3a00ACBAHMI, TAKIX KAK AHTUTEAA K IIUTOIIAA3ME
HEHTPOPUAOB, AHTHHYKACAPHBIN (DAKTOP, AHTUTEAR
K KAPAHOAHIIIHAM, OeTa-2-TAUKOIIPOTCHHY-1 HAH TH-
IIOKOMITAEMEHTEMH.
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AAf HHAYKITHH PEMEICCHH BCE IAITMEHTHI IIOAYIAAN
rarokokoprukoctepouAsl (I'KC) per os, a Takxe B pe-
KHMe TIyAbC-Teparuu (3a uckarouernem llanmenta 6).
[Tarmenram 1-5 npoBoauan aedenue nuxkaodocda-
muAoM (LI®), cpeAn HEX TPOMM A€YEHHE HAYMHAAN
¢ B/B BBeAcHUs TIperapara, a [lanuentst 1-4 moaygasu
nperapar nepopasbao B Ao3ax ot 100 a0 150 mr/cyr
ma nporsuxernn 1,5-4 mec. (Taba. 3). [Mamuenty 2 A032
npemnapara Obiaa cHmxera A0 50 Mr/cyr, a AeucHue
3aBEPIIIEHO AOCPOYHO B CBA3H C PA3BUTHEM HEKEAA-
TeABHBIX ABAcHMI. CAeayer orMeTHTs, uto [lanmenty
5 OBIAO BBIIIOAHEHO AHIIb ABe HH(Y3UH ITperapaTa Oe3
IIOCAEAYFOIIETO IIEPEXOAA Ha IIpueM per o, a I lanmenty
6 ObIA HasHaueH asaTuonpuH. CeaHCH 11Aa3MOOOMEHa
B KoAmdectse OT 4 A0 10 IpoBOAMAM YeThIpeM IaITEH-
TaM, 0OBEM KCY3UI COCTABASIA OT 2 A0 4,5 A, a BO3Me-
IIIEHUE OCYITIECTBAAAN CBEKE3AMOPOKEHHOH ITAA3MOM
U PACTBOPOM aAbOYMHHA. A€UeHIE COIPOBOKAAAOCH
Pa3BHTHEM CEPBE3HBIX HEKEAATEABHBIX ABACHUH Y IIATH
HAIIEHTOB, CPEAN KOTOPBIX ITPEOOAAAAAN HH(DEKITH-
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Puc. 1. lnHamrKka nopaxeHuna nerkmx
y MauneHTKM 2 B fiebioTe 3abonesaHuA (A, C)
1 Yyepes 2 Mec. nocne Havana neyenus (B, D)

Fig. 1. Follow-up of lung involvement in
Patient 2 at onset (A, C) and after two months
of treatment (B, D)

Ta6nuua 3 | Table 3

JleueHue, 0CNOXHEHUA Tepanumn N NCXoAabl 3aboneBaHua

Treatment, adverse events and outcomes

Mna3smo-

TKC, nynbc-  TKC per os obmeH, Anurenbocte - Crapua
Hexena- . HabnogeHua Xbn
TepanusA, MO NpeaHu- Lukno- uncno JleTanbHbii
MaumeHTbl TenbHble nocne B KOHUe O6ocTpeHns
KYMYNATUBHaA  30JI0HY, dochamup npouenyp ncxon
ABNIeHNA pemunccnn, Habnto-
[osa, Mr mr/cyT (06bem
nert AeHunsA
3Kchy3unn)
800 mr B/B N1,
Cencuc
MauneHT 1 2250 60 150 mr/cyT n/o, N27 (3-4 n) Het 7 - Het
(S.aureus)
3 mec.
JleiikoneHus,
MauymeHT 2 2500 60 100-50 mr/cyT Neg (2 n) yAnuHeHne Het 6 C5n Het
n/o, 1,5 mec.
nHTepBana QT
JlenkoneHus,
MauvenT 3 1500 60 100 Mr/eyTn/o, wo10 (44,55  FEPNEC Her 5 C4A2 Her
2,5 mec. BUpPYCHasA
nHbeKuma
Oubpunnauma
500 mr B/B N23, npeacepaunn,
Maument 4 2500 60 100 mr/cyT, 4 Het BHYTPW- Het 2 C5n Het
mec. 60/IbHNYHAA
NHEBMOHMSA
MauuneHt 5 5550 50 600 mr B/B N22 Ne4 (2,5 n) Het Het 2 C5n Het
MauneHT 6 Het 60 Het Het Tpom6o3 Het 1 C5n Het

rny6oKux BeH

Mpumeyarus: TKC - rniokokopTrKocTepouabl, XbIM — xpoHuyeckas 6one3Hb Noyek, n/o — nepopasnbHo.

TKC - corticosteroids, XBIM - chronic kidney disease, n/o — oral administration.
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Puc. 2. Mopdonorryeckas KapTMHa NOpa)eHns noyek
y MauueHTKm 5. Mpun oKpacke remaTtokCMAMHOM 1 3031HOM (A, C)
1 Tpuxpomom no Maccory (B) KapTnHa 3KCTpaKanuuiAspHoOro
rnomepynoHedputa c 06pasoBaHNEM LNPKYNAPHbIX
1 CErMEeHTapHbIX, MPENMYLLECTBEHHO GUOPO3HO-KIETOUHBIX
nonynyHuii, udodysHo-ouarobiii GubPoO3 HTEPCTULMA 1 aTpodurs
kaHanbues. [Mpu nmmyHodoopecLieHLnn (He NpefcTaBneHa
Ha MrKpodoTOorpadusax) OTMEUEHO NIMHENHOE OTNIOKEHNE
UMMyHOTN06yN1Ha G BAOSb CTEHOK KanuAPHbIX NeTenb.

Fig. 2. Results of kidney biopsy of Patient 5. Hematoxylin and eosin
(A, €) and Masson's trichrome (B) stains demonstrate extra-capillary
glomerulonephritis with circular and segmental, predominantly fibro-
cellular crescents, diffuse and focal interstitial fibrosis and tubular
atrophy. Immunofluorescence (not shown) demonstrated linear
immunoglobulin G deposition along the capillary wall.
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OHHEBIE OCAOKHCHHSA, ACHKOIICHUS I HAPYIICHUA PUTMA
u rpoBoanmoctr (Ta0a. 3).

B pesyabraTe HpOBOAMMOIO A€YEHNS BCE TTAITUEHTEI
BEKHAM. Bo Becex cAaywasx ObIAa AOCTHTHYTA CTOM-
Kaf peMHCCHA 3a00AEBAHUA 1 HOPMAAUIAIIUA YPOBHA
artureA K BMK. Cpean manuenTos, KoTOphIe OBIAM
AMAAHM3-32BUCUMBI B A€OFOTE 3200AEBAHUS TACTUIHOE
BOCCTAHOBAEHUE (DYHKITHI ITOYEK B PE3YABTATE KOMOH-
HUPOBAHHOI Teparuu OIA0 AocTHrHYyTO y [larumenros
2 m 3, oaHaxo uepes 4 mec. y IlarmenTa 2 B otcyrcTsue
1pusHakoB akTHBHOCTH aHTH-BMK GoAesHI BHOBB OT-
MEYEHO IIPOTPECCHPOBAHUE TTOYCTHON AUCHYHKIINN
C Pa3BUTHEM XPOHUYECKOH OOAE3HN 1Touek S5A craaum
(XBIT 5A). Takum 0O6pa3om, B HACTOAIIEE BPEMsA AHA-
AN3-32BUCHMBIME OCTAFOTCA YETBIPE MAIlHEeHTa. Y BCEX
MAIIEHTOB € IOPAKECHHEM ACTKHX OBIA AOCTHIHYT pe-
Ipecc AerouHoro mpoiiecca ¢ perpeccom KT-kaprumsr
1 HOAHBIM BOCCTaHOBAeHNEM yHKImu Aerkux (Prc. 1).
Obocrpennii 3a00AeBaHNA 32 BpeMs HAOATOACHHSA 3a-
PETHCTPUPOBAHO HE OBIAO.

OGcyxaenue

IIpeacraBaeHHAsA cepus HAOATOACHUIT AEMOHCTpPH-
pyer Bo3MoiKHBIE BapuaHThl Tedenusa anTu-bMK 6o-
Aesun. CpeAn 3a00AEBININX IIPEOOAAAAAY KEHITINHBI,
a BO3pacT AeOroTa 3a00ACBAHHA XAPAKTEPU3OBAACA
OUMOAAABHBIM PACIIPEACACHHEM C IINKAMI Ha TPETHEM
U IIECTOM ACCATUACTHUAX KU3HH, YTO COTAACYETCA C AU-
teparypubivMu AaHHBIME [13]. ITpu arom y GoabImmcTBa
IIAITMEHTOB YAAAOCh HAa OCHOBAHHN aHAMHECTHYECKHX
AAQHHBIX BBIIBUTH XAPAKTEPHBIC TPHUITEPHI, IIPEAIIIE-
crBoBaBIHe MaHHMecTaruu cuMiToMoB. Yactora
PA3BUTHA KAUHHYCCKHUX IIPOABACHUIN B IIEAOM TAKKE
COOTBETCTBYET AUTEPATYPHBIM AAHHBIM: CPEAH IIIECTH
ITAIIMEHTOB IIOPAKEHUE IIOYEK Pa3BUAOCH Y 5, Iopa-
xenne Aerkux — y 4. I1pm aTom, HecMOTpsA Ha MaAbIi
pasMep BBIOOPKH, ¥ ABYX ITAIIMEHTOB OBIAO OTMEUEHO
ATUIIHYHOE TedeHHE 3200AEBAHUA: H30AUPOBAHHOE
nopaxkenue Aerkux y IlammenTa 1 m orcyrcrue 3Ha-
gpMoro nopsirneHua tarpa antu-bMK AT y [lamm-
ertkn 5. [To aanmsiv arrreparyper antu-BMK 6oae3nnb
nporekaer 6e3 nopaxenud modek y <10% marmentos
[2]. CeponeraruBubie BapUaHTBH TeICHU 3000 ACBAHI
takxke ormcassl y 5-10% marnnenToB, 4T0 MOKET OBITH
cBA3aHo ¢ BrpaboTKOM aHTH-BMK AT mubIx kaaccos
(marrpumep IgA nam IgG4), HeaocTaTOUHON YyBCTBH-
TEABHOCTBIO IIPIMEHAEMOTO METOAR, 4 TAK/KE OBICTPBIM
CBA3BIBAHHEM C aHTHTeHAMHU B TKaHAX [14]. OAH2KO
B 1ieAoM anTu-BMK AT nmeroT BBICOKYIO AMArHOCTH-
YECKYFO IIEHHOCTD: HA OCHOBAHHIN METAAHAAN3A PETPO-
CIICKTHBHBIX HCCACAOBAHUIT OBIAO YCTAHOBACHO, YTO HX
YYBCTBUTEABHOCTD cocTaBadeT 93% (95% aoBepnTen-
mbiit marepsas (AV) 84-97%), a cenmduanocts — 97%
(95% A 94-99%) [15]. Kpome Toro, ectb AaHHEIE, YKa-
3BIBAFOININE HA TO, YTO MCXOAHO BBICOKMI THUTP aHTH-
BMK AT u MEAACHHBIE TEMITBI €O CHEDKECHHA MOIYT
OBITH ACCOIMUPOBAHBI C XYAITHUMH IIOKA3aTEAAMH I10-
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4yeqHOH BeukuBaeMocT [16]. Hu y xoro us maruenTos
e 6eran ooHapyxersr AHLIA, xo14 110 AaHHBIM ATTEpa-
TYPBL KX PACHPOCTPaHEHHOCTD I1pu anTu-bMK 6oaesmn
MozkeT AocTarath >2(0%, a ABOIHAA CEPOITO3UTUBHOCTD
ACCOIMUPOBAHA C DOABIIIEH YaCTOTON Pa3BUTHA CH-
CTEMHBIX IIPOSABACHHI M 00OCTPEHHUIl 3200AEBAHUA
[17].

B nmpeacraBaeHHON cepuu OHOIICHA ITOYKH OBIAA
BBIIIOAHEHA AHIIb y ABYX IAI[HEHTOB U3 IIATU C IIOpa-
KEHHEM II0YEK, B ODOHMX CAYYAAX — YEPE3 HECKOABKO
MECAIEB OT HAYAAA ACUCHHA, YTO YKA3hIBAECT HA IIOTEH-
IIIAABHBIEC TOYKN OITUMHU3AIINN AOKAABHBIX ITPAKTHK
BEACHHUSA IAIIMEHTOB C KAMHHYECKOH KapTHHON ObI-
CTPOIIPOIPECCHPYIOIIEro raoMepysonedpura. B to
e Bpems, pekomeHAarmn KDIGO npeaycmaTpusaror
BBIIIOAHECHHE OMOIICHHU IIOYKH C UMMyHO(MArOOpec-
IIEHTHOH MUKPOCKOIIHEH (PABHO KaK M aHAAN3 Ha aHTHU-
BbMK AT) B Teuenne 24 uacos y narentos ¢ bITTH,
OAHAKO, IIPHHNMAA BO BHIMAHIE (DYABMUHAHTHBIIN Xa-
paxTep TedeHus 3a00ACBAHNA, ACYECHUE TAFOKOKOPTHKO-
CTEPOMAAMH U ITAA3MOOOMEHOM MOZKET OBITh MHHIHH-
POBAHO 1 AO IOAYYEHHA X PE3YABTATOB Y IAIIHEHTA
¢ xapakrepHOM kanHmdeckoi kapTuHoi BIII'H. He cae-
AyeT 320BIBATB, YTO MOP(POAOIIIECCKOE UCCACAOBAHUE
TKAHW ITOYKH BHOCHT CYITIECTBEHHBIH BKAQA B OIICHKY
mporuosa 3aboacesanus. OIyOAUKOBAHHEIE paHEe pa-
OOTBI ITPOAEMOHCTPHPOBAAN ACCOIIHAIINI MEKAY AOACH
KACTOUYHBIX ¥ (DHOPO3HBIX IIOAYAYHHI B OHOIITATE C Be-
POATHOCTBIO PasBUTHA HEOAATOLIPUATHOLO IIOYEIHOIO
ncxoaa [18].

Bce manmenTs B HAIIIEH cepUM IIOAYYAAN ACUEHHE
I'KC, B 1.49. B IIfITH CAY4aAX B CBEPXBBICOKHX AO3aX, OA-
HAKO AedeHHe IUKAO(DOCHAMIAOM per 05 TOAYIAAT
TOABKO YETHIPE ITAITCHTA, CPEAN KOTOPBIX HE y BCEX YAA-
AOCH CODAFOCTI PEKOMEHAYEMYIO IIPOAOAKUTEABHOCTD
kypca (3 mec.). CeaHCE I1AA3MOOOMEHA IIPOBOAHAL
AMIIb YeTBIPEM ITAIieHTaM. Takum 0Opa3om, CTaHAapT-
HYIO TPEXKOMIIOHEHTHYIO TEPAITHIO B 0OBEME, COOTBET-
CTBYIOITIEM PEKOMEHAAIIMAM, ITOAYIAAT ABA ITAIFCHTA
u3 rrect. CACAyeT IPUHATH BO BHUIMAHIE, YTO AOKa-
3aTeApHAA 0a3a, 000CHOBEIBAIOMAA 3PP EKTUBHOCTD
PEKOMEHAYEMOI TEPAITHH, OIPAHUYEHA OAHIM PaHAO-
MI3UPOBAHHBIM HccAeAoBaHIeM 1985 r. m HeckoABKIMI
HaOAroAaTeAbHEIMU nccAepoBanuamu [19]. Heemorps
Ha ITOAHOIIEHHOE ACYEHHE, KOTOPOE B IIOCACAHIE AC-
CATHAETHA IPUBEAO K 3HAUUMOMY YAYIIIEHHEO OOIIIEH
BBIKHBAECMOCTH ITAIINEHTOB, IIOYEYHBII IIPOrHO3 OCTa-
ercsA HeOAArONIPHATHBIM: B TEYEHHUE IIEPBOIO TOAQ 3a-
6oaesannsa XITH, tpedyromasn 3I1T, passusaerca y 67%
BbuKHBINNX marreHTos [20]. [Ipurnunuassnoe yayd-
IIICHUE IIPOrHO32, HANOOACE BEPOATHO, OYACT CBA3AHO
C BHEAPEHUEM B IIPAKTHKY HOBBIX KAACCOB IIPEIIAPATOB,
B 4aCTHOCTH, UIMAH(UAA3EI — pepmentTa S. pyogenes, pac-
ITIEITASIFOITIETO MOAEKYABI IMMYHOTAOOYAMHA G B ITPKY-
Adarmn. B orryOAMKOBAHHOM HCCAGAOBAHIU C YIACTHEM
15 manmenToB IpUMeHEHHE UMAI(UAA3B] B COYETAHIN
CO CTAHAAPTHOMH TEPAIIHEH IIPHBEAO K BOCCTAHOBACHHIO
yposusi pCK® >15 ma/mun y 10 manuenros, B Tom
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YHCAC Y IIATH, HYKAABIIUXCA B ACICHIH AHAAU30M B AC-
OroTe 3ab60AeBanms [21].

B mpeacraBacHHON HAME CepHE HAOAIOACHHH BCe
IAIIIEHTH BEUKAAH, OAHAKO XPOHIYECKasA II0YeTHAS He-
AOCTATOYHOCTbD, TPEOYIOIIAS 3aMECTUTEABHOI I10YeY-
HOH TepaInu, Pa3BUAACH § YCTHIPEX U3 IIATH ITAINCHTOB
¢ mopazkeHnuem ro4ek. [Ipu 9ToMm y Bcex U3 HUX B aHAM-
He3e OBIAN YCTAHOBACHEI T€ AU HHBIC (DAKTOPEL, ACCOLIH-
HMPOBAHHBIE C HEOAATOIIPUATHBIM IIOYEIHBIM HCXOAOM,
TAKHE KaK OAUTYpHf, HOTPEOHOCTD B 3aMECTHTEABHOIT
IIOYEUHON Teparuu B AeOIOTe 3a00ACBAHUS, HAANIHC
moAyAyHui B 100% KAyOOYKOB IO AAHHBIM OHOIICHHL.
B px umcao cAeAyeT OTHECTH M HEOIITHMAABHBINR 00BEM
IIPOBEACHHOM IMMYHOCYIIPECCUBHO Teparmu. AaHHbIE
00 ucxoaax antu-bMK 6oaesan orpanmdensr. B omy-
OaukoBannoi B 2019 r cepun u3 12 mabaroaeHuii 3a-
PETHCTPUPOBAHO TPH ACTAABHBIX HCX0A, XDBIT 5A pas-
BUAACD Y IIATH IALIUEHTOB [22].

K orpammdueHusM paboTel OTHOCATCA e AU3ANH
(cepufl CAY9IAEB) M MAAOE YFICAO IAIIFEHTOB, 4 TAK/KE FC-
XOAHOC HADAIOACHIE ITAITUEHTOB B PA3ANYHBIX LICHTPAX,
YTO HOBBIIIAET PUCK CUCTEMATUYECKUX OIIMOOK 0TOOpa
1 HHQOPMAITIH, A TAKAKE CTEIEHb IETEPOTEHHOCTH CO-
OpAaHHBIX AAHHBIX, ITO IIPEIATCTBYET UX IIOAHOIICHHOM
SKCTPAIIOAAIINN HA OOABIIIHE TPYIIIBI HAIIHEHTOB [23].
Hecmorps Ha 9710, IpeACTABACHHBIE HAOAIOACHUSA AC-
MOHCTPHPYIOT PAA 3aKOHOMEPHOCTEH B TeYeHHU 3200-
AEBAHMA, 4 TAK/AKE CYIIIECTBYIOIIINE B PEAABHON KAMHIYE-
CKOI IIPAKTHKE IIPOOAEMBI U CAOKHOCTH AHATHOCTHKEH
1 AedeHns manneHTos ¢ aHtu-bMK Goaesnero.

3akaAroueHue

Antn-BMK 6oAesHb — peAkas Ipuansa ObICTPOIIPO-
IPECCHPYIOIIEro raoMepyronedputa 1 AUDDy3HOTrO
aABBEOASIPHOTO KpoBoTedeHus. [IpeacTaBAeHHAs cepus
HAOAFOACHUI ACMOHCTPHPYET COXPAHSAIOIINEC B KAH-
HITYCCKOM IIPAKTHKE CAOKHOCTH B CBOCBPEMEHHOM AHA-
THOCTHKE U ACYCHNU 3200ACBAHUSA, KOTOPEIE ACCOLIIH-
POBAHBI C HEOAATOIIPHUATHBIME IIOYCYHBIME HCXOAAMEL.
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CocTOSHME KOTHUTUBHBIX (1)‘/HKLIM[;1 Y NALMEHTOB NOXMNOro 1 CTAPYECKOro Bo3pacta ¢ oprepmanoﬂ I'Ml'lepTeH3Meﬁ... OpMI’MHOﬂbeIe CTATbU

Mamepuanot u memodpi: B uccaeAoBanme 6b1au BkaroueHs! 330 manmenTos B Bo3pacre 60 Aet u crapiue
¢ acceHnuaspHoi Al', KoTOpBIE OBIAM Pa3A€ACHBI Ha 2 rPYIIIBI B 3aBUCUMOCTU OT Haanmuua XBII: 1-a
rpymma — 6e3 conyrcryroreii XBIT (n=110, cpeanuii Bospacr 76 [69,8; 82,3] aer, 50 (45,5%) sxeniumn), 2-as
rpymma — manueHTsl ¢ XBIT C3a u C36 craaumamu (n=220, cpeanntii Bozpacr 81 [73; 85] aer, 118 (53,6%) >xen-
muH). Bcem marmenTam 66140 mpoBeaeHo uccaeaopanne K@ c momompro MoHpeasbCKOI MIKAABI OLIEHKH
xoruuTuBHEIX (pyukimii (MoCA), kparkoii mikaas! oneskn ncuxmdeckoro craryca (KIIIOIIC), mxaas:
omeHKH 60Ae3HN AABIreiiMepa — KOTHUTHBHAA Cy6mmKkaaa (Alzheimer Disease Assessment Scale-Cognitive,
ADAS-cog), Tecra mocrpoenua mappyra (Trial Making Test), Tecra 3ameHsI imu¢gpoBbeix cumBoaos (Digit
Symbol Substitution Test, DSST), Tecra Bep6asbHbIX acconmanuii (AuTepasbHbie (OYKBBI) H KaTeropu-
aApHBbIe (PKUBOTHBIE) accoruarmn), bocrouckoro recra umenosanus (Boston Naming Test, BNT), Tecra
CAOBECHO-1IBeTOBOM nHTepdepentuu (tecra Crpyma, Stroop color-word conflict).

Pesysvmames: B cpasaenyu ¢ manuenTamu 6e3 XBI1, y 60apnbrx ¢ XBI 3adpukcupoBans! craTucTHYECKH
3HaunMo Goaee HU3KHE cpeAHue uTorosbie 6asabl mo MoCA-recry (23 [21; 25] mporus 24 [22; 26] 6aasoB co-
orBeTcTBeHHO, p=0,005) 11 110 KIIIOTIIC (27 [25; 29] nporus 28 [25,8; 29] 6aasoB coorBeTcTBeHHO, p=0,002),
CPeAH HUX Yallle BCTPEYAANCH HAIlMEeHThI, Ha0paBIline HauMeHbIIee KoAnuecTBo 6aaaoB 1o MoCA-rtecry
(10-17 6aasoB) (»p=0,032) u mo KIILIOIIC (20-24 6aaroB) (p<0,001). ITanmenTs! ¢ comyrcryromeii XbII
C3a u C36 crapuu HAOMpPAAU CTATUCTUYECKH 3HAYMMO 0OABIIIEE KOAMYECTBO 0AAAOB IIPU TECTHPOBAHUU
o ADAS-cog (14 [11; 18] mpotus 11 [9;15] 6asros B rpymme 6e3 XBII, p<0,001), Ha3piBaAu MeHBITIEE KOAH-
4ecTBO AuTEepasbHbIX accoruanmii (11 [10; 13] caos mporus 12 [11; 13] coorBeTcTBEHHO, p<0,001), M LMeAn
MeHbIIIee KOAUYIECTBO IIPABUABHO 3aIIOAHEHHBIX AueeK pu BoirmoaHernnn Tecra DSST (20 [17; 23] nporus
21,5 [19; 25] cooTBeTcTBeHHO, p<0,001). ITammenTer ¢ XBIT C36 B cpaBHennn ¢ nanuentamu ¢ XbIT C3a
n 6e3 XBIT nmean xyamme pesyAbTars! 1pH TecTupoBanuu ¢ nomonisio MoCA-recra, KIIIOITIC, ADAS-cog.

Bu1600: noAyueHHBIE Pe3yABTATHI CBUAETEABCTBYIOT O HEGAArONPUATHOM BAMSHUU COILYTCTBYFOLIEH
XBIT C3a u C36 craaun Ha K® narnueHTOB IMOXKHAOI0 U cTapuyeckoro Bo3pacta ¢ Al u 06 yxyamenue K®
1o mepe HapacraHusa Tsokectu XBIT.

Abstract

Background: the frequent combination (comorbidity) of artetial hypertension (AH) and chronic kidney
disease (CKD), each of which is a risk factor for the development of cognitive impairment (CI) and
dementia, determines the need to diagnose cognitive deficits in these multimorbid patients.

Aims: to assess the impact of concomitant CKD and its stages on cognitive functions (CF) of elderly
and senile patients with arterial hypertension.

Materials and methods: 330 patients aged 60 yeats and older with essential AH were included in the study
and were divided into 2 groups depending on the presence of CKD: group 1— without concomitant CKD
(n=110, mean age 76 [69.8; 82.3] years, 50 (45.5%) women), group 2 — patients with CKD stages G3a and G3b
(n=220, mean age 81 [73; 85] years, 118 (53.6%) women). All the patients underwent the assessment of CF
using the Montreal Cognitive Assessment (MoCA), Mini-Mental Status Examination (MMSE), Alzheimet's
Disease Assessment Scale — Cognitive Subscale (ADAS-cog), Trial Making Test (TMT), Digit Symbol
Substitution Test (DSST), Verbal Association Test (literal (letter) and categorical (animal) associations),
Boston Naming Test (BNT), Word-Color Intetference Test (Stroop color-word conflict test).

Results: compared to patients without CKD, patients with CKD stage G3a and G3b had statistically
significantly lower average final scores on the MoCA test (23 [21; 25] versus 24 [22; 26] points, respectively,
»=0.005) and on the MMSE (27 [25; 29] versus 28 [25.8; 29] points, respectively, p=0.002), among them,
patients who scored the lowest number of points on the MoCA test (10-17 points) (p=0.032) and the
MMSE (20-24 points) (p<0.001). Patients with concomitant CKD stage G3a and G3b scored a statistically
significantly higher number of points when testing according to ADAS-cog (14 [11;18] versus 11 [9; 15] points
in the group without CKD, p<0.001), named fewer literal associations (11 [10]; 13] words versus 12 [11; 13],
respectively, p<0.001), and had fewer correctly filled cells when performing the DSST test (20 [17; 23] versus
21.5 [19; 25], respectively, p<0.001). Patients with CKD G3b compared with patients with CKD G3a and
without CKD had worse results when tested using the MoCA test, MMSE, and ADAS-cog.

Conclusion: the results obtained indicate an unfavorable effect of concomitant CKD stage G3a and G3b
on the CF of elderly and senile patients with arterial hypertension and a worsening of CF as the severity
of CKD increases.

Key words: cognitive function, cognitive impairment, arterial hypertension, chronic kidney disease
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OpMI’MHCIJ'IbeIE CTaTbH

Bseaenue

Vermexu B 00AACTH MEAUIIUHBIL, AOCTUIHYTHIC B IIO-
CACAHHE ACCATHACTHSA, IIO3BOAMAH CYITIECTBEHHO YBe-
AIYNTD IIPOAOAKUTEABHOCTD KH3HN HACEACHNA, UTO,
B CBOIO OYEPEAB, IIPUBEAO K €rO «IIOCTApeHUIoy [1].
CoraacHO IIPOrHO3aM, AOASl AHIL ITOKHAOTO BO3PacTa
K 2050 1. B rA0OaABHOM HOIYAAIIHH OYACT COCTABAATD
21% [1]. D10, B CBOXO OYEPEAB, BEACT K IIOBBIIICHHIO
PACITPOCTPAHEHHOCTH ITOAUMOPOHAHOCTH (OAHOBpE-
MeHHOe Haamdue 2 H DoAee XPOHUYIECKHX 3200A€Ba-
muil) [2-3] n koraurusHeX Hapymenunit (KH) [4-5].

Kpatize sgagumMori mpoOAeMOI COBPEMEHHOIO 3Apa-
BOOXPAHECHUA U MOIIHBIM TPUITEPOM ITOAUMOPOUA-
Hoctu fBAfeTcA apTepuaspHad runeprensus (Al). Al
TAKIKE ABASICTCA OAHUM U3 FAQBHBEIX OOINEIIPH3HAHHBIX
draxropos pucka passutua KH u aemenrnn [6]. [Ipu
3TOM Y HAITHECHTOB IIOKUAOIO H CTAPICCKOIO BO3PACTA
AT peako OBIBaCT CAMHCTBEHHBIM 3a00ACBAHUEM.

Apyrum BaKHBIM 3200AEBAHIEM, IIPEAPACITOAATA-
romuM K BosuukHoBeHuro KH, cayxut xponudgeckas
6oaesnp mouek (XBII) [7-8]. LlepeObpoBackyaspHeie
3aboaeBanns cpean marenTos ¢ XbIT Berpewarored,
KAaK MHHIMYM, B 2 pa3a JaIlle II0 CPABHEHHIO C OOIei
HOIYAAIINEN U IIOTEHIINAABHO OIIPEACAAIOT CEPACTHO-
cocyaucTsIi mporuos u puck passurus KH [9]. Tax,
B HICCACAOBAHHM, KyAQ BOIIIAQ IpyIa u3 215 marnumenTos
ITOKHIAOTO M cTapueckoro sospacra ¢ XbIT u pacuer-
HOI CKOPOCTBIO KAYOOUKOBOI (puabrpanmu (CK®D)
<60 ma/mur/1,73 M2 (65,6% umean 3A craamio XBIT,
30,2% — 3b, 4,2% — 4 cTaAuIO) IOYTH Y IIOAOBUHEL
marueHToB (48,4%) Habaroaasuce poaemenTtaeie KH,
a y kaxaoro rroro — Aemennus (20,5%) [10]. KH, ac-
cormuposarubie ¢ XBI1, 0OBYHO IPOABASIOTCH KAk
CHIKEHHE NCITOAHUTEABHBIX (pyHKIHIA 1 mamaTa [11],
¥ HALIECHTOB TAKKE MOIYT OBITh HAPYIIATHCSA CIIOCOOHO-
CTH IIAQHHPOBATD U 3aITOMHHATH HOBYIO HH(OPMAITHIO,
a TAK/KE CHIKAETCA KOHIIEHTPAIA BHIMAHIA, 9TO NMEET
pelmaroree 3HAYCHIE AAf UX KadecTBa :xkusHu [11].

Hecmorps ma mpusaanne toro dakra, uro XbIT ac-
COLMHPOBAHA C IOBBIIICHHEIM PUCKOM passurus KH,
B YCAOBHAX PEAABHOM KAMHHYECKOM ITPAKTHKN KOTHH-
THBHBII ACPUITHT Y THUX HAIIMEHTOB YaCTO HE AHATHO-
crupyercs [12-15]

McxoAf 13 BBIIIIEH3AOKEHHOTO, IIEABFO HACTOAIIIETO
HICCACAOBAHUS ABASIAACH OLICHKA BAMSHISA COIYTCTBYIO-
mieit XbITu ee craamit ma koraurusasle dyHkimm (KO)
HAIIEHTOB ITOKUAOTO U CTapuecKoro Bospacra ¢ Al

Marepuasbl 1 METOABI

Aw3aiiH NCCAEAOBAHHA: OTKPHITOE, OAHOMOMEHT-
HOE (IIOIEPEYHOE), KOTOPTHOE.

Druyeckne acneKkThl uccaeAoBanus. [Iporokoa
HCCAECAOBAHHSA PACCMOTPEH M OAOOPEH DTHYECKUM
KoMHTETOM POCCHITCKON MEAUITMHCKON aKaACMHN He-
IIPEPHIBHOTO PO eCCHOHAARHOTO 0OpasoBanmsA MuHs-
Apasa Poccun (ITpotokoa Ne 15 ot 25 oxraopsa 2021 r.).
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0.1, Ocrpoymosa, KK. [Isammxos, AM. Kovetkos u coaer.

Kpurepun BKAYOUEHHA: ITAIINEHTH OOOETO II0AQ,
00 aet u craprre ¢ sccennuarpHOR Al ¢ ypoBaem AA
2140/90 MM PT.CT. AAfI TTALIMEHTOB, HE IIPUHIMAFOIIIHX
AHTUTHIIEPTCH3UBHBIC IIPEIIAPATHL, H C AFOOBIM YPOBHEM
A AASl TTAITHEHTOB, IPHHUMAFOIINIX MEAMKAMEHTO3HYIO
AHTHIUIICPTECH3UBHYIO Tepamnuio) [10].

Kpurepun HeBKAIOUEHHA: BO3PACT MAIHEHTOB
<60 aet; Bropuunas (cummroMarudeckas) Al cxo-
pocts kayboukosoit huabrparmu (CK®) <30 ma/vum/
1,73 mM?; TsKeABIC CEHCOPHBIE HAPYLICHHS (CACIIOTA,
LAYXOTa), IIPEIATCTBOBABIINX IIPOBEACHHIIO UCCACAO-
BAHUSA KOTHUTUBHBIX (DYHKIINI; KAMHIYECKH 3HAYN-
MoOe 3200AeBaHIE CEpALA (B T.4. KAPAHOICHHEIH IIIOK,
HEAABHO IIEPECHECEHHBIN (MEHEE TPEX MECSIEB HA3aA)
HHMAPKT MHOKAPAA, ATPUOBEHTPHUKYAAPHAA ODAOKAAL
III cremenu 6e3 HCKYCCTBEHHOIO BOAUTEASl PUTMA, [U-
neprpodugeckas KAPAHOMUOIIATHUA, BBIPAKEHHBIH 20p-
TAABHBIM 1 MUTPAABHBIN CTEHO3), IIEUEHN (B T.4. IIUPPO3
IIEYCHH C ACIIITOM); KAMHUYECKH 3HAYHMOE IMMYHOAO-
TIYCCKOE 3a00ACBAHNC; OHKOAOTHYCCKIE 3a00ACBAHIS;
KAHUHITICCKH 3HAYUMEIC HEBPOAOIUYECKIE 3a00ACBAHI
(B T.4. OCTPOE HAPYIIICHIE MO3TOBOIO KPOBOOOPAITICHIS
B TEYEHHE IIPEAIIECTBYIOIIETO I'OAA U TPAH3UTOPHAA
HIIIEMUYECKAsA aTaKa B AHAMHE3E MEHEE 3-X MeCAIEB
Ha3aA); YpoBeHb remoraobuua <90 r/A; meuxmgeckue
3a00AEBAHUA U PACCTPOUCTBA, KPOME ACMEHIINM; XU-
pyprudeckas oreparius (3a ICKAIOYEHIEM CTOMATOAOTH-
YECKHX MAU KOCMETHYECKUX OIEPAIINIL), TPABMBI, ITepe-
AOMEI B TEUEHUE IIPEABIAYIIHX 6 Mecsnes [10].

B mccaeposanne Geran BkArodensr 330 manueHTOB
B BO3pacte 60 Aet u crapre ¢ accenrmasbHoi Al Haxo-
AUBIITHECS HA ACICHIH B TEPAIIEBTIICCKIX OTACACHUAX
I'bV3 "I'BB Ne2 ASBM" B mepuoa ¢ 01 mroas 2022 r.
1o 30 arpeast 2023 r. BRAIOUeHHBIE B HCCACAOBAHIIE I1a-
IIHCHTBI OBIAN PA3AEACHBI HA 2 IPYIIIIBI B 3aBUCUMOCTH
ot Haamgusa XDBI1: B 1-10 rpyImmny ObIAM BKAIOYCHBI I1a-
el 6e3 XBIT (pCK® >60 ma/mur/ 1,73 M2 1 ¢ o1~
CYTCTBHEM APYIHX KpuTepues AmarHoctuku XbIT),
BO 2-10 — marenTsl ¢ XBIT C3a n C36 craamsmm. [Ta-
IIHEHTHI B | IpyIIie OBIAYM CTATUCTIYIECKH 3HAYUMO MO-
Aouke (76 [69,8; 82,3] A€T) 11O CPABHEHUIO C IAIIMCHTAMI
2 rpymer (81 [73; 85] aer), p<0,001. Tawxke y marmenTos
c XBII 61 OoAee HU3KHIT YPOBEHb 'eMOrAOOHHA
B kposu (136 [122; 145,5] mporus 129 [117; 142,8] r/a
cootsercTBeHHO, p=0,01) 110 cpaBHEHHIO C IMAIHEH-
tamu 0e3 XBII. [ToAnas kAMHIYECKas XapaKTepUCTHKA
BKAFOYCHHBIX B ICCACAOBAHHE ITAITHCHTOB IIPEACTABACHA
B TaOAmIe 1.

Beem mariuenTaM, BRAIOUEHHBIM B HACTOSAILICE HCCAC-
AoBanue, OBIAO TIpoBeAeHO HccaeAoBarre KP ¢ momo-
IIIBIO PAAA HEHPOIICHXOAOIHYCCKUX TeCTOB: MoHpeaan-
CKO IIKAABI OLIEHKU KOrHUTHBHBIX (pynkimit (Monreal
Cognitive Assessment, MoCA) [17], kpaTkoii IKaAbr
omenku mcuxmdaeckoro craryca (Mini-mental State
Examination, MMSE) [18], mkaAsr orrenxkn 60Ae3HN
AnaprreiiMepa — KOrHUTHBHOM cyOrkaAsr (Alzheimer
Disease Assessment Scale-Cognitive, ADAS-cog) [19],

TECTA IIOCTPOCHUSA MAPIIPyTa (CI/IH. TECT ITOCACAOBA-



CocTosHue KOTHUTUBHLIX DYHKLMIA

NALMEHTOB NOXMNOro M CTAPYECKOro Bo3pacta C apTepMaanoﬁ I'Ml'lepTeHBMeﬁ

OpuruHanbHbie cTaTh

Ta6nuua 1| Table 1

KnuHnueckasa XapaKTepucTuka nauneHToB, BK/IIOYEHHbIX B ucciegosaHue

Clinical characteristics of patients included in the study

lpynna 1 lpynna 2
Napametp (6e3 XBI) (c XBN) p

n=110 n=220
CpenHuin Bo3pacT, net, Me [Q1; Q3] 76 [69,8; 82,3] 81[73;85] <0,001*
KeHwWwmHbI, abc. (%) / My>KunHbl, abc. (%) 50 (45,5%) / 60 (54,5%) 118 (53,6%) / 102 (46,4%) 0,16
MHpekc maccbl Tena, Kr/m2, Me [Q1; Q3] 26 [23,6; 28,5] 26,7 [23,6; 29,71 0,19
CAJL, mm pr.cT, Me [QT; Q3] 148 [133,3; 162] 145,5[128; 162,8] 0,46
OAL, mm pT.cT., Me [Q1; Q3] 77,5[61,8; 93] 82 [65; 95] 0,12
YCC, ya. /muH, Me [Q1; Q3] 76 [54; 92,3] 76,5 [57;94] 0,86
lemorno6uH, r/n, Me [Q1; Q3] 136 [122; 145,5] 129[117; 142,8] 0,01*
KpeaTtuHuH, mmonb/n, Me [Q1; Q3] 83[71;95] 111[94,3; 137] <0,001*
pCK®, mn/mnn/1,73 M2, Me [Q1; Q3] 68,9 [63,6; 76,31 45,3 [40,8;52,9] <0,001*

ConyTcTBytowme 3abonesaHnsa

AT, abc. (%) 110 (100%) 220 (100%) -
I, abe. (%) 55 (50%) 110 (50%) 0,93
MBC: TMNKC, abe. (%) 25 (22,7%) 55 (25%) 0,7
XCH OK I-11Il NYHA, a6c. (%) 74 (67,3%) 160 (72,7%) 0,26
OHMK B aHamHe3e, abc. (%) 23(20,9%) 53 (24,1%) 0,58
CaxapHblii grabeT 2 Tvna, abc. (%) 37 (33,6%) 78 (35,5%) 0,81
AHemus, abe. (%) 10 (9,1%) 28 (12,7%) 0,37
OxupeHne |-l cT., abc. (%) 21(19,1%) 48 (21,8%) 0,67

MpumeyaHus: * — pa3nnuuuna Mexay rpyrnnamm CTaTUCTUYECKM 3HaurMbl; «P» — LOCTOBEPHOCTb Pa3nNunyumnii Mexay NepBoii 1 BTOPOW rpynnamu; abc. — abconoTHoe Yncno;
Me - meguaHa; Q1 - 25% npoueHTtnnb; Q3 — 75% npoueHTunb; Al — apTepuanbHas runepteHsns; A — anactonnueckoe aptepuanbHoe aasneHune; MbC — nwemmnyeckan
6onesHb cepaua; OHMK - ocTpoe HapylueHre Mo3rooro Kposoobpallerus; MNKC — nocTuHdapKTHbIN Kapanocknepos; CALl - cucTonmnyeckoe aptepranbHoe Aasrie-
Hue; TI0 - Tpomboambonmueckmne ocnoxHerns; OK — pyHKUmoHanbHbIN kKnacc; XBIM - xpoHnueckasa 6one3Hb novek; XCH — xpoHnyeckan cepaeyuHas He[oCTaTOYHOCTb;
YCC - vacToTa cepgeuHbix cokpatueruii; ON - pubpunnaums npeacepanii; NYHA — New York Heart Association (Hbio-Mlopkckas accoumauma kapgnonoros). CkopocTb

Kny6ouKoBOW GunbTpaLmMm paccunTbiBany ¢ ucnonb3osaHnem popmynsl CKD-EPI.

Notes: * - differences between groups are statistically significant; “P” - reliability of differences between the first and second groups; abs. - absolute number; Me -
median; Q1 - 25% percentile; Q3 - 75% percentile; AH — arterial hypertension; DBP - diastolic blood pressure; CHD - ischemic heart disease; ACF - acute cerebral
circulatory failure (stroke); PICS - postinfarction cardiosclerosis (history of myocardial infarction); SPB - systolic blood pressure; TEC — thromboembolic complications;
FC, functional class; CKD - chronic kidney disease; CHF — chronic heart failure; HR — heart rate; AF — atrial fibrillation; NYHA — New York Heart Association. The glomerular

filtration rate was calculated using the CKD-EPI equation.

TeApHBIX cocanHenul) — yactu A u B (Trial Making
Test, part A, B) [20], Tecra 3ameHBI IIPOBEIX CHMBO-
aos (Digit Symbol Substitution Test, DSST) [21], recta
BepOaABHBIX acconnanuil (AurepasbHble (OYKBbI) U Ka-
TEropuaAbHbBIE (KUBOTHBIE) accormarin) [22], bocron-
cxoro Tecra uMmenoBarus (Boston Naming Test, BNT)
[23], Tecra cAoBecHO-1BETOBOH HHTEpdEpEHINN (TECTa
Crpyrra; Stroop color-word conflict) [24].
Crartucruaeckas 00pabOTKA AAHHBIX BBIIIOAHAAACH
B iporpammuoM nakere SPSS Statistics 23.0. Hopmaas-
HOCTb PACHPEACACHHUA ITOAYIEHHBIX ITAPAMETPOB OIle-
HuBaAach pu momoru kpurepus [lammpo-Yuaka.
Orncanue BHIOOPKH AAfl HEHOPMAABHO PACIIPEACACH-
HBIX ITAPAMETPOB IIPOUZBOAHAH C TIOMOIIBIO IIOACYET
MeAnansl (Me) B HHTEPKBAPTHABHOTO Pa3Maxa B BHAC
25 u 75 nponerruaeti (C25 u C75), AA HOPMAABHO pac-
IIPEACACHHBIX ITAPAMETPOB — ITYTEM OIIPEACACHIS CPEA-
Hero 3HadeHusd (mean, M) co craHAApTHBIM OTKAOHEHHEM
(standart deviation, SD). Kareropmaabmsie mepeMeHHbIE
OLICHUBAAH C IIOMOIIBIO TOUHOro Kpurepus Purrepa.
Ornenka HeapaMeTPUIECKNX ITOKA3ATEACH IIPOBOAU-
AACh € IOMOIIBIO KpuTepus xu-ksaapar [Tupcona. Cra-
TUCTUYECKH 3HAYNMBIMU cuuTasn sHadennsa p<0,05.

PesyabraTe!

[Ipm amaAmse pesyAbTaTOB TECTHPOBAHUA 110 MOH-
PeaAbCKOI IIKAAE OLICHKH KOIHUTHBHBIX (PYHKIIHN
(MoCA-Ttect) 0OHApYKEHO, ITO HAIUEHTHl B IPYIIIE
¢ XBIT umeAn CTaTUCTHYCCKH 3HAYUMO DOACE HUSKUN
nToroBsiil 6aaa (23 [21; 25] 6aara) 110 cpaBHEHUIO C I1a-
muerramu 0e3 XBIT (24 [22; 26] 6aaaa), p=0,005. Taxxe
KOAHYECTBO IIAIIUEHTOB C OTCYTCTBHEM KOTHHTHBHBIX
HapymeHui (226 6aAAOB) OBIAO CTATHCTUYECKH 3Ha-
gm0 HoAbmie B rpymme 6e3 XBIT — 32 (29,1%) geno-
Beka 110 cpasHenuto ¢ rpymmoii ¢ XBIT — 36 (16,4%)
ueaosek [p=0,009], n, HarpoTHB, B IPYIIITE C HAAMIHEM
comyrcryroreil XBIT ObIAO CTATHCTHYCCKH 3HAYNMO
OOABIIIE TAIINEHTOB, HADPABIIIUX B HTOIC HAMMCEHBIIICE
koAmdaectBo 6aAr0B (10-17 6GaAAOB) 1TO CpaBHEHHIO
¢ rpymroit manuertos 6e3 XbIT [p=0,032] (tada. 2).

Amnaans pesyapraros tectupopanus mo KIITOIIC
IIOK43aA CXOAHBIC PE3YABTATHI (TaOA. 2): HMAI[HCHTHL
¢ XbIT umeAn cTaTuCTHYECKH 3HAYUMO DOACE HI3KUI
nToroBbiil 6aAA (27 [25; 29] 6aaros mpotus 28 [25,8; 29]
OaanroB B rpymme 6oapubix 0e3 XbII, p=0,002).
B rpymme 6e3 XBIT Gprao crarucTudecku 3HAYHMO
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Ta6bnuua 2 | Table 2

PesynbraThbl TECTUPOBaHNA KOTHUTUBHbBIX GYHKLIMIA Y NALMEHTOB MOXWIOTO 1 CTapyecKoro BospacTa ¢ Al
B 3aBMCUMOCTU OT Hanmuusa conyTcTeytowen XbI

Results of cognitive function testing in elderly and senile patients with AH depending on the presence of concomitant CHD

lpynna 1 lpynna 2
MNapametp (6e3 XbIM) (c XBM) p
n=110 n=220
MoHpeanbckas LWKana oLeHKN KOrHUTUBHBIX GyHKLmii (MoCA TecT)

Wtorosbin 6ann, Me [Q1; Q3] 24 [22;26] 23 [21;25] 0,005*
Hopwma (=26 6annos), a6c. (%) 32 (29,1%) 36 (16,4%) e
25 1 MmeHee 6annos, abe. (%) 78 (70,9%) 184 (83,6%) !
10-17 6annos, abc. (%) 0 (0%) 9 (4,1%) 0,032%

KpaTkas wkana oLeHKN ncmxmyeckoro cratyca (KLLOTC)

Wtorosbin 6ann, Me [Q1; Q3] 28[25,8; 29] 27 [25; 29] 0,002*
Hopwma (29-30 6annos), abc. (%) 49 (44,5%) 69 (31,4%) 0,021%
28 1 meHee 6annos, abc. (%) 61 (55,5%) 151 (68,6%)

20-24 6annos, abc. (%) 6 (5,5%) 50 (22,7%) <0,001*

Llikana oueHkn 6onesHn Anbyrerimepa — KOrHUTMBHaA cy6wkana (Alzheimer disease assessment scale-cognitive (ADAS-Cog)

Wtorosbin 6ann, Me [Q1; Q3] 111[9; 15] 14[11;18] <0,001*
0-10 6annos, abc. (%) 45 (40,9%) 51 (23,2%) T
11 n 6onee 6annos, abe. (%) 65 (59,1%) 169 (76,8%) ’

TecTt Bep6anbHbIX accoymaummn

JlutepanbHble accoymaumu, Konnyectso cnos, Me [Q1; Q3] 12[11;13] 11[10;13] <0,001*
KaTeropuanbHble accoumaumm, konuyectso cnos, Me [Q1; Q3] 11[10; 11] 101[9; 12] 0,56

TecT 3ameHbl 4 poBbix cumaonos (Digit Symbol Substitution Test, DSST)

KonunuecTtBo npaBunbHO 3anonHeHHbIx A4eek, Me [Q1; Q3] 21,5[19; 25] 20[17;23] <0,001*

TMpumeyarua: * — pa3nuuma Mexay rpynnamm cTaTuCTUYeCKn 3HauMMbl; «P» — LOCTOBEPHOCTb Pasnnumnin Mexay NepBo v BTOPOIA rpynnamu; abe. — abcontoTHoe Yncno;
Me - meanaHa; Q1-25% npoueHTunb; Q3 — 75% npoueHTUnb.

Notes: * — differences between groups are statistically significant; “P” - reliability of differences between the first and second groups; abs. - absolute number; Me -

median; Q1 - 25% percentile; Q3 — 75% percentile.

OOABIIIE ITAITMEHTOB C HTOIOBBIM DAAAOM, HAXOAAIIIIMCS
B rpeaeAax HOpMEL (29-30 6aanros) — 49 (44,5%) mpo-
B 69 (31,4%) B rpynme marmentos ¢ XbI1 (p=0,021)
U CTATUCTHIECKH 3HAYHMO MEHBIIE HAIIEHTOB C HAM-
MEHBIINM KOAHYECTBOM 0aaAr0B (20-24 6arroB) — 6
(5,5%) mporus 50 (22,7%) B rpynme ¢ XBII (p<0,001).

[pu aHaAn3e pe3yAbTATOB TECTHPOBAHHA ITO KOTHI-
THBHOII IIIKAAE OIEHKH OOA€3HH AABIreiiMepa — KOI-
HuTHBHOI cyOrmkase (Alzheimer Disease Assessment
Scale-Cognitive, ADAS-cog) Takxe obHapyxkeHo, 41O
mmanueHTH ¢ comyrersyromneit XbIT mvean 6oaee BeI-
paxennbie KH 1o cpasrenmro ¢ marmentamn 6e3 XbIT:
B rpymie 1 mHTerpaAbHBIN IOKa3aTeAb 110 rkase ADAS-
cog ObiA cratucrmdecku sHaunmo Himke (11 [9; 15]
GAAAOB) ITO CPABHEHHIO C IAIIMECHTAMH H3 2 IPYIIIIHI
(14 [11; 18] H6arnos), p<0,001; B rpymre 1 gare Berpe-
gaauch marueHTsl, Habpasirue ot 0 ao 10 Gaasos
(8 1 rpymme — 45 (40,9%), Bo 2 rpymre — 51 (23,2%),
p<0,001) u, marrpoTuB, pexke BCTPEIAAUCD ITAITHEHTHI,
Habpasmme 11 u Goaee Gaanos (B 1 rpymme — 65
(59,1%), Bo 2 rpymre — 169 (76,8%), p<0,001) o cpas-
HEHUIO C MALUEHTAMU U3 2 IPyIIsl (TabA. 2).

[Ipu omnenxke TecTa BepOAABPHBIX ACCOIHAIIUI BbI-
ABAEHO, uTO rmanuenTel 0e3 XbI1 maspiBaau cratucru-
YECKH 3HAYUMO OOABIIE CAOB B TECTE AMTEPAABHBIX
ACCOIMANIMH IO cpaBHeHMIO ¢ manuenTamu ¢ XbII
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(8 1 rpymmre — 12 [11; 13] caos, Bo 2 rpyrme — 11 [10; 13]
caoB, p<0,001); KOAIYECTBO CAOB, HA3BAHHBIX IIPU BbI-
IIOAHEHHUH TECTA KATETOPUAABHBIX ACCOIINAIIUH, CTATH-
CTHYECKH 3HAYNMO HE PA3AMYAAOCH MEKAY IPYIIIIAMH
(rabA. 2). I1pu BBITOAHEHHN TECTA 3aMEHBI I POBBIX
cumvBoAoB (Digit Symbol Substitution Test, DSST) maru-
eHTH ¢ conyrctByromer XBIT mpaBuABHO 3aITOAHHAN
CTATHCTHYECKH 3HAYHMO MEHbIIIE KOAUYIECTBO AYCEK
(20 [17; 23]) o cpasuenuro ¢ maruenTamu 6e3 XbI1
(21,5 [19; 25]), p<0,001 (raba. 2).

[Ipu orenke KOTHUTHBHOTO CTATYCA C IIOMOIIBIO
Bocronosckoro recra, TecTa CAOBECHO-IIBETOBOI HH-
tepdepentun Crpyma 1 TecTa MOCTPOCHHA MaPIIPyTa
(Trial Making Test) craTncTIaecKky 3HAYHMBIX PA3AMYII
MEJKAY IPYILIAMY IALEHTOB C HAAYIHEM/ OTCYTCTBUEM
XBIT ze obmapyxeHo.

Aanee MBI Pa3ACAUAU BKAFOYCHHBIX B HICCACAOBAHIIC
[IAIINEHTOB Ha 3 IPYIIIBI B 3aBUCUMOCTH OT HAAMYHA
u craann XbBII: B mepByro rpymiy OHIAH BKAFOYECHBI
110 (33,3%) manumenros co =60 ma/mMun/1,73 M2,
Bo BTOpy¥O rpymry — 110 (33,3%) manmentos ¢ comyr-
creyromeit XBIT C3a craanm, B tperpro rpyrry — 110
(33,3%) mannmenTos ¢ comyreryromeii XbIT C30 cra-
ann. TarmenTsr B rpymme 6e3 XBIT 6pan crarucru-
geckn 3HA4UMO MoAoxxe (76 [69,8; 82,3] aer) o cpas-
nenwuro ¢ naruenTamu ¢ XbIT C3a (81 [73,8; 84,3] roa,
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Ta6nuua 3 | Table 3
KnnHunyeckaa xapakrepucTuka nauyeHToB, BK/IIOYEHHbIX B CCNiefAOoBaHMe B 3aBUCUMOCTY OT Hannumna n ctagumn XbI

Clinical characteristics of patients included in the study depending on the presence and stage of CKD

lpynna 1 lpynna 2 lpynna3
MapameTp (6e3 XbM) (c XbIN C3a) (c XN C36) P13 P, Py3 Pi3
n=110 n=110 n=110
CpepHui Bo3pacr, rogbl, Me [Q1; Q3] 76 [69,8; 82,3] 81[73,8; 84,3] 79,5(72;85,3] 0,002*  0,005* 1,00 0,012*
YKeHwwmHbl, abc. (%) / My>KunHbl, a6C. (%) 5600(225550/02)/ 7355((6381"2;/02)/ 4637(?:('),190/02)/ <0,001* <0,001* <0,001* 0,41
MHpekc maccol Tena, kr/m2, Me [Q1; Q3] 26 [23,6; 28,5] 27,1[24,1; 29,5] 26,3[22,9; 29,91 0,24 0,09 0,3 0,57
CALL, mm pr.cT.,, Me [Q1; Q3] 148 [133,3; 162] 143 [126; 163,3] 149[132,8; 162] 0,4 0,23 0,26 0,93
OAL, mm pr.cT.,, Me [Q1; Q3] 77,5[61,8; 93] 82,5[67;92,3] 80,5 [62,8; 97,3] 0,3 0,15 0,99 0,21
YCC, ya./muH, Me [Q1; Q3] 76 [54;92,3] 77,5 [54,8; 96,31 76 [57,8;92] 0,84 0,68 0,57 0,91
lemorno6uH, r/n, Me [Q1; Q3] 136 [122; 145,5] 128[118;142] 130,5[116,8;143,3] 0,034* 0,09 1,00 0,06
KpeaTuHuk, mmons/n, Me [Q1; Q3] 83 [71;95] 94,5 [86; 104,3] . 215317 g <0001% <0,001% <0,001% <0,001*
pCK®, mn/mnnH/1,73 M2, Me [Q1; Q3] 689[63,6;76,3] 52,9[48,9;56,7]1  40,8[355;42,7] <0,001* <0,001* <0,001* <0,001*
ConyTcTBylowue 3aboneBaHus

AT, a6c. (%) 110 (100%) 110 (100%) 110 (100%) - - - -
O, abe. (%) 55 (50%) 55 (50%) 55 (50%) 1,00 1,00 1,00 1,00
MBC: MNKC, abe. (%) 25 (22,7%) 26 (23,6%) 29 (26,4%) 0,85 1,00 0,76 0,64
XCH OK I-1I NYHA, a6c. (%) 74 (67,3%) 78 (70,9%) 82 (74,5%) 0,47 0,7 0,64 0,16
OHMK B aHamHe3e, abc. (%) 23 (20,9%) 31 (28,2%) 22 (20%) 0,31 0,27 0,21 1,00
CaxapHblii grabet 2 Tna, abc. (%) 37 (33,6%) 35(31,8%) 43 (39,1%) 0,5 0,89 0,32 0,48
Anemus, abc. (%) 10(9,1%) 10 (9,1%) 18 (16,4%) 0,18 1,00 0,16 0,16
Oxupenne |-l cT., abe. (%) 21(19,1%) 21(19,1%) 27 (24,5%) 0,47 1,00 0,42 0,42

lMpumeyaHus: * — pa3nuuma Mexay rpynnamu CTaTUCTUYECKUN 3HaUUMBbI; «Py_, 3» — 3HaUeHKe JOCTOBEPHOCTN Pa3Nnumii AN1A Bcex Tpex rpynn; «Pq_,» — AOCTOBEPHOCTb pa3-
JIMYKIA MeXxay NepBOW U BTOPOIA rpynnamu; «Py 3» — OCTOBEPHOCTb pasnnunii Mexay BTOpoW 1 TpeTben rpynnamu; «Pq_3» — 4OCTOBEPHOCTb Pasnnyunii Mexay nepBoi
N TpeTbeit rpynnamu; abe. — abcontotHoe uncno; Me — meanana; Q1 — 25% npoueHTunb; Q3 — 75% npoueHTunb; Al — apTepranbHasa runeptensus; JAL - anactonuye-
cKoe apTepmanbHoe AasneHue; MBC — nwemmnyeckas 6onesHb cepaua; OHMK - ocTpoe HapyliueHrie Mo3rooro KposoobpatueHus; MUKC — nocTrHapKTHbIN Kapano-
cknepos; CAJl - cuctonuyeckoe aptepranbHoe aasnerue; TI0 - Tpomboambonuyeckmne ocnoxHeHna; OK — pyHKLMoHanbHbIN Knacc; XBIM - xpoHnyeckas 6one3Hb no-
yek; XCH - xpoHuyeckas cepfeuHas HefocTaTouHoCTb; YCC — yacToTa ceppeuHbix cokpallenuin; O — dpnbpunnauma npeacepanin; NYHA — New York Heart Association
(Hblo-Mopkckas accoumaumsa Kapanonoros). CKOPOCTb Ky604YKOBON GUABTPaLMI PacCUMTBIBANM C UCMOMb30BaHVeM popmynbl CKD-EPI.

Notes: * - differences between groups are statistically significant; “P;_,.3" - P-value between all three groups; “P;_," - P-value between the first and second groups; “P,.3" -
P-value between the second and third groups; “P;_3" — P-value between the first and third groups; abs. — absolute number; Me — median; Q1-25% percentile; Q3 - 75%
percentile; AH - arterial hypertension; DBP - diastolic blood pressure; CHD - ischemic heart disease; ACF — acute cerebral circulatory failure (stroke); PICS - postinfarction
cardiosclerosis (history of myocardial infarction); SPB — systolic blood pressure; TEC — thromboembolic complications; FC, functional class; CKD - chronic kidney disease;
CHF - chronic heart failure; HR - heart rate; AF - atrial fibrillation; NYHA — New York Heart Association. The glomerular filtration rate was calculated using the CKD-EPI

formula.

p=0,005) u ¢ marmenramu ¢ XBIT C36 (79,5 [72; 85,3]
roAa, p=0,012) (raba. 3). Cpean marmentos ¢ XBIT C3a
Jarre IpucyTcTBoBaan xeuruasl (75 (68,2%)) mo cpas-
pennio ¢ manuentamu 0e3 XbIT (50 (45,5%)) u ¢ manu-
entamu ¢ XBIT C36 (43 (39,1%)), p=0,001 aas obomx
cpaBHeHHuH (1a0A. 3). Tawke CTATHCTHYECKH 3HAYHMOC
pasAHYHE MEKAY IPYIIIAME OOHAPY/KEHO B yPOBHE Ie-
moraobuna, p=0,034 (120A. 3). KAnnmaeckas xapakre-
PHCTHKA IAIINEHTOB, BKAIOYCHHBIX B HICCACAOBAHHLE,
B 3aBHCUMOCTH OT Haamuus n craann XBIT mpeacras-
AeHa B TabAmIE 3.

[Tpun amaruse pesyasratos Tectuposarns 10 MoCA-
TECTY OOHAPYKEHO, YTO HMAI[HEHTHI C COIYTCTBYFOIIEH
XbIT C30 umeAn CTATHCTHYECKH 3HAYHMO OoAee
HU3KHIH UTOroBeIH OaaA (23 [21; 25] Gaara) o cpas-
menuro ¢ manuenTamu 0e3 XbIT (24 [22; 26] 6aana),
p=0,034 1 cpean HHX pexe BCTPEIAANCEH ITAIUEHTEI
c orcyrcrsuem KH (226 6aanos) (17 (15,5%)) 1o cpas-
Henuro ¢ narmenramu 6e3 XbIT (32 (29,1%)), p=0,023
(TadA. 4).

[Tpu mccACAOBAHUE KOTHHTHBHBIX (DYHKIIHI C I1O-
MOIIIBIO KPATKOH ITKAABI OI[EHKH IICHXHYECKOTO CTa-
tyca (KILIOIIC) obnapy:KeHO, 9TO CPEAHUI HTOTOBBIN
GaAA OBIA CTATHCTHYECKN 3HAYMMO HITKE Y IAIIMEHTOB
B rpyme ¢ XBIT C36 (26 [24; 28,3] 6aAA0B) 110 cpas-
menwro ¢ maruenTamu 6e3 XbIT (28 [25,8; 29] 6aanos),
p=0,001. B rpymme ¢ XBIT C36 Gerao cratucrideckn
3HAYNMO OOABIIIC ITAIMCHTOB, HAOpaBIINX 24 Oarsa
u Menbire (28 (25,5%) 4eAOBEK) IO CPABHEHHIO C IIa-
nmentamu 0e3 XBIT (6 (5,5%) geAaoBek) i manmenTamn
¢ XbIT C3a (22 (20%) gerosek), p<0,001 u p=0,002
COOTBETCTBEHHO U CTATUCTUYECKU 3HAYNMO MEHBIIIE
maruenTos ¢ orcyrersueM KH (29-30 6aanos) (27
(24,5%) geroBeK) IO CPABHEHHUIO C IAIUCHTAME O€3
XBIT (49 (44,5%) ueroBex) u nanuenramu ¢ XbIT C3a
(42 (38,2%) uenrosex), p=0,003 u p=0,042 coorser-
CTBEHHO.

[pu aHaAn3e pe3yAbTATOB TECTHPOBAHHA ITO KOTHU-
THBHOI IIKaAa orieHKn OoAesHu Aabrreiimepa (ADAS-
€Og) ODHAPYKEHO, YTO CPEAHHIT HTOTOBBII OAAA ITOBBI-
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Ta6bnuua 4 | Table 4

PesynbraThbl TECTUPOBaHNA KOTHUTUBHbBIX GYHKLIMIA Y NALMEHTOB MOXWIOTO 1 CTapyecKoro BospacTa ¢ Al
B 3aBUCMMOCTU OT Hanuuua u ctagum XbIN

Results of cognitive function testing in elderly and senile patients with AH depending on the presence and stage of CKD

lpynna 1 lpynna 2 lpynna 3
MNapameTp (6e3 XBN) (c XBM 3A) (c XBIM 3B6) P23 P> Pys Pi3
n=110 n=110 n=110
MoHpeanbcKas WKana oLeHKN KOTHUTUBHbIX GpyHKuui (MoCA TecT)
Wtorosbin 6ann, Me [Q1; Q3] 241[22;26] 23[21; 25] 23[21;25] <0,001* 0,05 1,00 0,034*
Hopwma (=26 6annos), abe. (%) 32 (29,1%) 19 (17,3%) 17 (15,5%)
0,03* 0,055 0,86 0,023*
25 1 MmeHee 6annos, abe. (%) 78 (70,9%) 91 (82,7%) 93 (84,5%)
10-17 6annos, abc. (%) 0 (0%) 5 (4,5%) 4 (3,6%) 0,08 0,06 1,00 0,12

KpaTtkas wkana oueHKn ncuxmnyeckoro craryca (KLOMC)

Wtoroeoin 6ann, Me [Q1; Q3] 28[25,8; 29] 27 [25; 29] 26 [24; 28,3] 0,018* 0,25 0,13 0,001*
Hopma (29-30 6annos), abc. (%) 49 (44,5%) 42 (38,2%) 27 (24,5%)

0,006* 0,41 0,042*  0,003*
28 n meHee 6annos, abe. (%) 61 (55,5%) 68 (61,8%) 83 (75,5%)
20-24 6annos, abe. (%) 6 (5,5%) 22 (20%) 28 (25,5%) <0,001* 0,002* 042  <0,001*

LLikana oueHKn 6onesHu Anburenimepa — KOrHUTUBHaA cy6uikana (Alzheimer disease assessment scale-cognitive (ADAS-Cog)

Wtorosbin 6ann, Me [Q1; Q3] 111[9; 15] 13,5[10; 17] 15,5[11;19] <0,001* 0,018* 0,029* <0,001*
0-10 6annos, abe. (%) 45 (40,9%) 30 (27,3%) 21 (19,1%)

0,002* 0,046* 0,2 <0,001*
11 n 6onee 6annos, abc. (%) 65 (59,1%) 80 (72,7%) 89 (80,9%)

TecT BepbanbHbIX accoumaumia

JlutepanbHble accoLyaLmy, KONMYeCTBo . . . % % %
cnos, Me [Q1; Q3] 12[11;13] 111[10;13] 11[9;13] <0,001* 0,003 1,00 0,003

KaTeropuanbHble accoymaumu,

Konunyectso cnos, Me [Q1; Q3] [

10[9; 11] 11[10; 14] <0,001* 0,05 <0,001* 0,5

Tect 3ameHbl ydpoBbix cumaonos (Digit Symbol Substitution Test, DSST)

KonnyectBo NpaBMIbHO 3aNOJIHEHHbIX

aueek, Me [Q1; Q3] 21,5[19; 25]

20[18; 23] 19[17;22] 0,049* 0,39 1,00 0,045*

TMpumeyarus: * — paznuursa MeXay rpynnamm CTaTUCTUYECKU 3HaUUMBbL; «Py_5.3» — 3HaYeHne JOCTOBEPHOCTY PAa3NYMi AN BCEX TPeX rpynn; «Py_,» — LOCTOBEPHOCTb pas-
NNYNIA MeXAy NepBon 1 BTOPOI rpynnamu; <P, 3» — LOCTOBEPHOCTb Pa3NnuMin Mexay BTOPOW 1 TpeTbelt rpynnamu; «Pq_3» — JOCTOBEPHOCTb pasnnunii Mexay nepBoi
1 TpeTbeii rpynnamu; abe. — abcontoTHoe uncno; Me — meanana; Q1 - 25% npoueHTunb; Q3 — 75% npoLeHTUb.

Notes: * - differences between groups are statistically significant; “P;_, 3" - P-value between all three groups; “P; ;" - P-value between the first and second groups; “P, 3" -
P-value between the second and third groups; “P; 3" - P-value between the first and third groups; abs. — absolute number; Me - median; Q1 - 25% percentile; Q3 - 75%

percentile.

maAcs 1o Mepe Hapacraans Taxectn XBIT (1 rpymma
(11 [9;15] 6aanos) >2 rpymma (13,5 [10; 17] 6aanros)
>3 rpymma (15,5 [11; 19] 6aasos), p=0,018 u p=0,029
COOTBETCTBEHHO). KOAMYIecTBO IarieHToB, HaOPaBIINX
ot 0 A0 10 6aAAOB, OEIAO MAKCHMAABHBIM B Ipytiiie Oe3
XBIT (45 (40,9%) weaoBek) 110 CpaBHEHHFO C TAIHEH-
tamu ¢ XBIT C3a (30 (27,3%) geaosex) u XbI1 C30
(21 (19,1%) uenosek), p=0,046 u p<0,001 coorser-
CTBEHHO (T20A. 4).

B rTecre Ha AnTEpaABHBIC ACCOLMAIIMN ITAI[HCHTHI
6e3 XBI1 naserBaAm CTATUCTHYIECKH 3HAYNMO DOABIIICE
koamgectBo cA0B (12 [11; 13] cA0B) IO cpaBHEHHIO
¢ marmentamu ¢ XbBIT C3a (11 [10; 13] caoB) n XbI1
C36 (11 [9; 13] caoB), p=0,003 Arst 0OOMX CpaBHEHHIA.
B recre Ha kaTeropuaAbHBIEC ACCOIHMAIINN HAUMCHbB-
IIee KOAMYECTBO CAOB HA3BIBAAN ITAITUEHTHI U3 IPYIIITEI
¢ XbIT C3a (10 [9; 11] cA0B) O CpaBHEHHUIO C IIALH-
entamu ¢ XBIT C36 (11 [10; 14] caos), p<0,001. ITpu
BBIIIOAHEHHH TECTA 3aMEHBI NN(POBBIX CHMBOAOB
DSST manmenter 6e3 XbBII nmpasnapHO 3amoAHEAR
CTATHCTHYECKH 3HAYNMO OOABIIE KOAHYECTBO SUCEK

146 Hedponoruam gnanms - T. 26, N2 2 2024

(21,5 [19; 25]) o cpasrenuro ¢ marmenramu ¢ XbIT C36
(19 [17; 22]), p=0,045 (rada. 4).

[Tpu oreHKe KOTHHTHBHOTO CTATYCA C HOMOIIBIO
BocToHOBCKOTO TecTa, TeCTa CAOBECHO-I[BETOBOM HH-
tepdepernun Crpyma 1 TecTa IIOCTPOCHUA MAPIIPYTa
(Trial Making Test) craTncTiaecku 3HAYHMBIX PA3AMYII
MEKAY IPYIIIAMH HE OOHAPYKEHO.

OGcyxaeHue

KH cranosarca Bce OoAee MPU3HAHHON OCHOBHOM
IIPUYHHON XPOHIYECKOH HHBAAUAHOCTH 1 9ACTO BCTPE-
garoTcs y marueHToB ¢ XBbI1. D10 00ycaoBACHO Tewm,
uro npu XbI1, B wactHOCTH, HAOAIOAQETCA yCHACHHOE
HAKOIIACHHE BOCHAAMTEABHBIX MapPKEPOB, YCKOPAIO-
mx Manndecraruio KH, mponcxoaur nakonaenne
$-aMMAOHAQ B TOAOBHOM MO3I€, KOTOPBII CTHMYAHPYET
BOCITAAHTEABHYIO PEAKIIIIO C YBEAUYECHIEM ITPOAYKIIII
draxropa Hekposa onyxoan asbda [8]. Kax caeactsue,
BO3HHKAIOT HAPYIIEHUA CUHTE3d OCAKOB (KMHA32 TAH-
KOT€HCHHTa3bl 3o U 33), COIPOBOKAAIOIIHECT ATIC-
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peryAsnueil CHHAIITUYICCKAX CBA3CH U IPOIPecCHpo-
sanuem KH [8]. [loBpexaenne cocyAos, ypemmdeckas
TOKCHYHOCTD, OKHCAHTEABHEIH CTPECC U CHCTEMHOE
BAAOTEKYIIIEE BOCITAACHHE, acCOIMUpoBaHHbe ¢ XDBIT,
MOTYT OBITh ITPUBOAUTD K ITOPAAKEHUEO TOAOBHOTO MO3T
n B nrore K camkeHnro KO [25].

[Ipu amaAm3e pe3yAbTATOB HEHPOIICHXOAOIHYECKOTO
TECTUPOBAHHS HAMH OOHAPY/KCHO, ITO HmarueHTsr ¢ Al’
n HaaumaueM comyrcrsyromeit XbIT C3a u C36 cra-
Anii mmeror 6oaee Borpaxenasie KH 1o cpaprenuro
¢ maruenramu 6e3 XbBII. Tax, y manuentos ¢ XbI1
OBIA HIKE CpeAHH nTorossiit 6asr mo MoCA-tecry
u o KIIOIIC, cpean HUX peike BCTPEIAANCH IIAIIH-
entsl ¢ orcyrcruem KH (mabpasrmx =26 6aaroB
o MoCA-recry n 29-30 6aaros o KIIOIIC) u, na-
000pOT, YaIe BCTPEYAAUCH HAIIHEHTE, HADpaBIIIHE
HAMMCHBIIIEE KOANYIECTBO 0aaroB mo MoCA-Tecty
(10-17 6aanos) u mo KILIOIIC (20-24 6aaaoB) B cpas-
nenuu ¢ maruenTamu 0e3 XbIT. MoCA-rect mpeaHa-
3HAYEHa AAA ArarHOCTHKH ymepeHHBX KH 1 Aemen-
LIIX U TIO3BOAACT OLICHU T BHIMAHHE U KOHIICHTPALIHIO
BHIMAHUS, HCIIOAHUTEABHBIC (DYHKIIUH, [1AMATD, PEHb,
3PUTEABHO-KOHCTPYKTHBHEIE HABBIKH, A0CTPAKTHOE
MBIIITAGHHE, CIET ¥ OpHeHTAINIO [17], ero pexoMeHAyroT
IIPOBOAHTB C I[EABO BBIABACHHA COCYAHCTBIX KOTHITHB-
HbIX Hapymenwii [26], roraa kak KIIOIIC 6praa criery-
AABPHO CO3AQHA AAfAl CKDHHUIHIA OOAe3HN AAbIreriMepa
[18]. Kpome Toro, maruenTs! ¢ comyrcrsyroreit XbI1
B CpeAHEeM HaOHpaAH OOABIIEE KOAUYIECTBO DAAAOB
IIPY TECTHPOBAHUU 10 KOTHHTHUBHOH IIIKAAE OI[EHKH
6oaesan Aasrrerimepa (ADAS-cog). Aannas mkasa
IIIIPOKO HCIOAB3YETCHA U CIMTACTCH CTAHAAPTHBIM HH-
CTPYMEHTOM B KAMHIYIECKIX HCCACAOBAHNIAX ITAIINEHTOB
¢ ODOAE3HBIO AAbureﬁMepa AETKOH U CPEAHEH CTEITCHH
TAKECTH, OHA BKAIOYAET B CEOS OIICHKY ITAMATH, B TOM
YHCAC OTCPOYCHHBIX BOCIIOMUHAHUH, PEUH, OPHCHTA-
LIIH, [IPAKCHCA, MBIIIIACHUSA, IIPAKTUYIECKUX HABBIKOB,
3PUTEABHOIO BHUMAHUA (BBIYEPKUBAHIE YHCEA), HC-
IIOAHHTEABHBIX (pyHKIUI (Aabupunt) [27-29]. Tawke
naruenTsl ¢ XBI1 B cpaprennu ¢ manuenTamu 0e3 XbI1
HA3BIBAAN MCHBIIICE KOAHYCCTBO AUTCPAABHEIX ACCO-
LIIAIIHH, 9TO CBUACTEABCTBYET O HAPYIIICHHUAX PEUEBOM
AKTHBHOCTHU M CHIKCHHOM TEMIIE HEPBHO-TICHXHMYECKUX
mpoueccos [30] 1 mMeAn MEHBIIIEE KOAUYECTBO IIpa-
BHABHO 3aITOAHECHHBIX AYECK IIPU BBIITOAHECHHH TECTA
samensl 1udposex cumBoAos (DSST), koroperit mo-
3BOASIET OLIEHUTH CKOPOCTH 00pabOTKH HH(OPMALIHH,
KOHIIEHTPAIIUIO U ITOAAEP/KAHNE BHUMAHUA, HCITOA-
HuTeApHble QyHKIuN 1 padouyro mamars [31]. IToay-
YCHHBIC HAMU AQHHBIC CBUACTEABCTBYIOT O HAAMYUHI
y ImanuenTos ¢ comyrcryromei XbI1 6oaee BerpakeH-
uex KH B cpaprennu ¢ manmentamu 0es XbBIL

PesyAbTaTsl HACTOSIIIETO HCCACAOBAHIA ITOATBEPIK-
AAIOT AQHHBIC paHEEe OIYOAHMKOBAHHEIX HCCACAOBA-
uuit. Tak, HapuMep, B KpymHOM nccaeaoBannu The
Reasons for Geographic and Racial Differences in Stroke
(REGARDS) (23405 60ABHBIX) OBIAO YCTAHOBACHO, ITO
y marmentos ¢ XBIT (CK® <60 ma/vun/1,73 m?) cau-

OpMI’MHOﬂbeIe CTATbU

aerne CKD ma xkamaste 10 ma/mur/ 1,73 M2 acconmn-
posano ¢ yBeanmuennem pucka passutud KH ma 11%
HE3aBUCHMO OT HAAUYHSA COLYTCTBYIOIIUX (PAKTOPOB
pucka (BO3pacra, II0Aa, PACE, OOPa30BAHUA, PEIHOHA,
HAAUYHA B AHAMHE3€ MHCYABTA/ TPAH3UTOPHOMN HIIIe-
MITYECKOH aTAKH, HAAUYHSA PAAA COIYTCTBYIOIIHX 3a00-
AEBAHHI: CAXAPHOTO ANA0ETA, HITEMIIECKON OOAC3HH
CEpAIA, APTEPUAABHON IMIEPTEH3UN, (DHOPUAAAIIIH
IIPEACEPAHIA, 4 TAK/KE HOBBIIICHHOIO YPOBHA XOAECTE-
pHHA, KYPEHHA, OKHPEHNSA, THIEPTPOPUN MHOKAPAA
AeBoro keayaouka) [32]. B apyrom koropraOoM kpocc-
CEKITHOHHOM HUCCACAOBAHIN (825 IMarueHTOB B BO3pacte
55 aer m crapmre ¢ XBII, cpeannit Bospacr 64,9 r.)
VYACTHUKH HCCAeAOBaHuA ¢ DoAee Hu3KkoH CKO mvean
XYALIHE ITOKA3ATCAN IO OOABIIHHCTBY KOTHUTHBHBIX
AOMEHOB (MOAUDHUIIIPOBAHHBIN MUHU-TCCT HA IICUXU-
geckoe cocrosuue (Modified Mini-Mental State (3MS)),
TECT IIOCTPOEHHA MAPIIPYTa (CHH. TECT ITOCAEAOBATEAD-
HbIX coeArHernit) — gactu A u B (Trial Making Test, part
A, B), Bocronosckuii Tect, TecT BEpOAABHBIX ACCOIINA-
nutii) (p<0,05), 32 HCKAIOYEHHEM TeCTa H30UPATEABHOLO
HAIIOMHHAHUSA (HEIIOCPEACTBEHHOE U OTCPOYEHHOE BOC-
nponssescHre (Free and Cued Selective Reminding Test
(FCSRT)) u tecra BepOaabHbIX accormaruii [11]

[Ipu nccaeaosarmu KH cpean marmuentos ¢ C3a
u C36 craamavu XbBI1 mamMu oOHAPYKEHO YXYALICHHE
KH 1o mepe Hapacranus ee TaKecTH. Tak, IMAIlHEHTH
¢ XbIT C36 umeAn HAaUXYAIINIT PE3yABTAT B CpaBHE-
Huu ¢ nanueHTamMua 0e3 XbI1 u manmentamu ¢ XBI1
C3a mpu recruposanuu ¢ nomompro MoCa-recra,
KIIOIIC, mxaasr omenkn 0oAe3HH AAbIrefimepa.
OHE HA3BIBAAN CTATHCTUYECKH 3HAYNMO MEHBIIIE CAOB
B TECTE HA AUTEPAABHBIE ACCOIHAITIH 1 HIMEAM MEHBIIIEE
KOAHYECTBO IIPABHABHO 3AIIOAHCHHBIX SYECK IIPU BBI-
IIOAHEHHUH TeCTa 3aMeHbl T poBbix cumBoA0B (DSST)
B cpasHenuu ¢ maruenTamu 0e3 XbI 1, mpu sTom B AaH-
HBIX TECTAX CTATUCTHYCCKH 3HAYNMBIX PA3AMYII MEKAY
manmertamu ¢ conyrersyromteit XBbIT C36 u XBIT C3a
He OOHAPYIKEHO.

Ha ceroAHAIIIHIIT ACHb FIMEIOTCS AUTEPATYPHBIE AAH-
HBIE, TAKKE ACMOHCTPHPYIOIIHE YBEAUUEHHUE BHIPAKEH-
moctu KH 1o mepe yrxeaenns XBIT [33]. Tak, B uc-
caeaoBannn V1.B. Porosoit u coasr. [33], B koTopoe ObiA
BKAIO4eH 51 marmentT (cpeannii Bospact 53110 aer)
¢ XBIT 1-4 crapmii, KH cratucruyeckn sHagynmMo garre
oOHapy:keHsl y 00AbHBIX ¢ XbI1 3-4 craamii mo cpaBHe-
Huto ¢ marmentamu ¢ XbIT 1-2 craanu (90,3% u 35,0%
cootserctsenHo, p<0,001) [33]. ITo mepe yBeAanmdenus
crapun XBIT ormedeHo yXyAllleHHE pe3yABTATOB TECTH-
posanud o KIITOIIC, tecram Ha dyHKINIO AOOHBIX
AOAeH 1 ucnoAnuTeApHsle dyuknnn [33].

CXOAHBIE PE3YABTATBI OBIAU IIOAYYECHBI CPEAU IIPO-
YHX U B APYyroil pabote [34], B KOTOPYIO OBIA BKAIO-
gen Bomrea 151 manment (cpeanuit Bozpact 58,4 roaa,
44 manuenta ¢ XBIT 1 craaun, 47 — co 2 crasmei,
25— ¢ 3 craameii u 35 manuentos c 4 craaueit XbIT).
[To mepe yBeandenus craauu XbBIT aBroper oOHapy-
KHAN CTATHCTHYECKH 3HAYNMOE AMHEIHOE YXyAIIe-
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HUE COCTOSHHA BCEX aHAAMSHPYEMbBIX KOTHUTHBHEIX
AOMEHOB COTAACHO PE3YABTATAM TECTUPOBAHUA KOTI-
HUTUBHBIX (PYHKIHIT C IIOMOIIBIO COOTBETCTBYIOIINX
onpocuukos [34]. Tak, o aaunaemv KIITOIIC B rpymme
XBIT 1 craaun cpeAnmii 6aAA IO AAHHOIT ITTKaAe CO-
crasuA 21,8133, XBIT 2 craaun — 20,714,8 6aanr0B,
XbIT 3 craamm — 20,514,6 6aaro, XBIT 4 craanm —
18,716,7 6aAAOB. AHAAOTHYHO IO AAHHBIM TECTA
pucosanus dacos B rpynne XbIT 1 craann cpeannit
baaa cocraBasga 6,810,5 6aaros, XBIT 2 craamm —
6,610,9 6aaros, XBIT 3 craaum — 5,8%1,1 6aanos, XbI1
4 crapamu — 5,311,8 6aanos [34].

B mrrnpyemonm seie nccaeaosannu K. Yaffe i coasr.
[11] y yaactaukos ¢ tsmxeaoit XBIT (CKD <30 ma/ v/
1,73 m?) B cpaBHennn ¢ manuenrtamu co CK®
45-59 ma/vmE/ 1,73 M2 gartie HAOAFOAAAMCH KATHITYE-
cku sHaunmbie KH: raobaspHOE KOrEnTHBHOE (DYHKITH-
OHHPOBAHHE (CKOPPEKTUPOBAHHOE OTHOIICHUE IIIAH-
cos (cOLI) 2,0; 95% aoBepureapnsiit uarepsas (AM):
1,1-3,9), pesyabTaTsr TecroB Ha Haseanue (cOL 1,9;
95% AW: 1,0-3,3), sanmanue (cOLI 2,4; 95% AU:
1,3-4,5), ncrioarureasnsie gyukipm (cOL 2,5; 95%
AM: 1,9-4,4) u orcpouennyro mamats (cOIII 1,55 95%
AM: 0,9-2,0).

Oraeapnsbiil cuctemarmyaecknii 063op 2019 r. Ob1A
rrocsAmieH ndydennto KH na pasuerx craamax XbBIT (uc-
KAIOYAfl TTAIIHCHTOB, HAXOAAIIINXCA HA AHAAN3E U IIe-
PEHECINNX TPAHCIAAHTALIHIO IIOYCK) ¥ AHII MOAOKE
65 aer [35]. PaszpabareiBasg Ausaiin paOOTHI, aBTOPHL
IIPECACAOBAAH I[EAD MUHHMH3AIINN COIYTCTBYIOIIIX
BO3PACT-ACCOLUIPOBAHHBIX U3MCHCHUI HA H3y9aeMble
rokasateAn. B AaHHBIH crcTeMaTHaecKuii 0030p OBIAO

Bknag, aBTOpOB:

0.1, Ocrpoymosa, KK. [Isammxos, AM. Kovetkos u coaer.

BKAIOYCHO 15 HCCAEAOBAHHI € OOIIUM IHCAOM y9aCT-
nuKoB 9304 (cpeanmit Bospact 31-63 roaa). KO B rieaom
IIPOrPECCUBHO YXVALIAAHCH OT CTAAHH 1 AO CTaAHd
5 XbIl. Hagaapuee craann XbBIT (craaun 1-2) acco-
IIIIPOBAAKCE CO CHIKEHHEM CKOPOCTH 0OPaOOTKI HH-
dopmarium, BHEMAHISA, CKOPOCTH PEAKIIUU U KPATKO-
BpeMEHHOH mamMATH [35]. VMepeHHOe IOpaKeHne IToYUeK
(XBIT 3-4 craauii) XapakTepU30BaAOCh HAPYIIEHUEM
VIPABAAFOIINX (DYHKIIUI, CKOPOCTH PEYN, AOTHIECKOH
namATn (aHrA.: logical memory), opuenTanum n KoH-
LEHTPAIINY BHUMAHUA. Y IAIUEHTOB C TEPMUHAABHOM
XBIT (5 craaus) HADATOAAACA 3HAYHTEABHO BBIPAKEH-
HBII ACOUIIUT BO BCEX YIOMAHYTHIX BBIIIIC KOTHHTHBHBIX
AOMEHAX, HAPAAY C ITUM Y HUX IMEAU MECTO HAPYIIICHUA
KOTHUTHBHOTO KOHTPOAS, OTCPOYEHHOH U KPATKOBPE-
MEHHOH ITAMATH, 3PUTEABHO-IIPOCTPAHCTBECHHEIC HAPY-
IIIEHNS 1 CHIKEHHE TAODAABHOIO KOTHUTHBHOTO (DYHK-
nuoHHPOBaHUA [35].

3axaroueHue

PesyAbTATE IIPOBEACHHOTO HAMU HEHPOIICHXOAO-
THYECKOTO TECTHPOBAHMA CBHAETEABCTBYIOT O HEOAArO-
npusTHOM BAnsHuE comyrcrpyrorneit XbIT C3a u C30
craany Ha K® manmeHToB MOAKNAOrO U CTAPUYECKOTO
Bospacta ¢ Al' 1 AEMOHCTPHPYIOT YXYAILICHIE KOIHU-
THBHOTO (DYHKIIHOHUPOBAHISA ITO MEPE HAPACTAHHA TA-
aect XBIT. [ToAaygennsie B HACTOAIIIEM HCCAEAOBAHIN
PE3YABTATHL AOKA3BIBAIOT BAKHOCTD AnarHocruka KH
y maruenToB ¢ XbI1, 0coOOeHHO HAa HAYAABHBIX CTAANAX
3200ACBAHUA, TAK KAK 9TO MOXKET CYILIECTBCHHO IIOBAU-
ATh HA KAa4EeCTBO KA3HN HAIIAEHTA.
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Pesrome

Axmyarvnocmos. Hepeaxo dppaxima seiopoca (PB) u xpornaeckas cepaeunas HeaocrarogHocts (XCH)
paccMaTpHUBAIOTCA KaK KPUTEPUH, OIIPEACAAIOIINE BO3MOXKHOCTh (POPMUPOBAHUA APTEPHUOBEHO3HOMN
ducryasl (ABD) B KOHTEKCTE YBEAHYEHUA PUCKA CMEPTH 0€3 AOCTATOUHBIX AAA 3TOIO AOKA3aTEABCTB.
Bmecre ¢ TeM, ecTh peAkue, HO yOeAUTEABHBIE AOKA3aTEABCTBA, uTO HU3KaA PB yBeanunBaer puck Auc-
dyakuuun ABO.

Less: onenuts cBasp ®B Ha srane popmupoBanna ABD ¢ yacToToil He’KeAaTEABHBIX CEPACYHO-CO-
CYAHCTBIX COOBITHH M CMEPTH OT BCEX IIPUYHH, 4 TAKOKE — C 9acCTOTOH AuChyHKImii ABD.
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OpHruHanbHble cTaTby Ab. 3ynskapraes, H.M. Pommubix, B.A. Crenaros

Memodst. PeTpocrieKTUBHOE KOTOPTHOE MCCAEAOBAHUE C BKAIOUEeHHEM 962 COBEpIIEHHOAETHUX
IanueHToB ¢ pyHKnuoHupyromeii AB®, chopmupoaHHOil BriepBbie. B mccaepA0BaHHEe BKAIOYAAUICH
TOABKO ITAIIHEHTEHI, Y KOTOPBIX r1ocAe popmupoBanua AB® npomrao 6osee Tpex MecAneB U ObIA OTPAHIYECH
mATero roaamu. Cpeannii cpok HabAroAeHus cocraBua 34113 mecsanes.

Ha ocnoBannu ®B u craryca XCH Ha momeHT (popmuposanusa AB® mb1 060co6man 4 rpymiibl: HU3Kas
OB (uPB) <40%, npomerxyrounas ®B (u®B) 40-49%, coxpanennas ®B 250% + XCH, «uaer XCH» —
®B=>50% u mer XCH.

Pesysvmamor. Camxenue ®B OpIAO CBA32HO C PHCKOM CMEPTHU TOABKO B OAHO(DAKTOPHOM MOAEAH
(u®B hazard ratio (HR)=2,706 [95%AM 1,330; 5,507], p=0,006, a1®B HR=8,250 [95%AM 2,621; 25,97],
p<0,001, TyT 1 Aasee — no orHomenuro K rpymme «HeT XCH»). ITocae koppekruu Ha BO3PacT, IIOA U UH-
Aekc komopbuaHoctu Yapascon (MKUY), @B me 6b1ra 3HAUMMO CBA3aHA C PUCKOM CMEPTH, 3HAUNMBIM
¢aKkTOpOM 0CTAAOCH TOABKO KoAmdecTBO 6aaros o KU (HR=1,748 [95%AM 1,482; 2,063], p<0,001).

Cumwxenue @B 65120 cBA3aHO ¢ yacroToil AuchyHkiuii ABD kak B 0AHOAKTOPHOH MOAeAU
(n®B incidence rate ratio (IRR)=6,88 [95%AMU 3,88; 12,1], p<0,001, a®B IRR=19,9 [95%AU 8,64,
41,6], p<0,001), Tax u mocAe KOPPEKIUH HA BO3PACT, IIOA U HHAEKC KomopOumanoctu YapapcoH
(n®B IRR=8,96 [95%AMU 5,81;13,7], p<0,001, s®B IRR=23,4 [95%AHU 13,8; 38,6], p<0,001). Aa>ke B mpu-
CYTCTBHM B Han00OA€e IIOAHOM MOAEAY IIOAUKHCTO3HOM 00A€3HH IT0YEK U CaxapHOro auabera, CBA3b C 4Ua-
croroii aucyukuuu AB® 6biaa crarucrudecku sHaunma (m®B IRR=8,61 [95%AM 5,61; 13,1], p<0,001,
H®B IRR=33,4 [95%AM 19,5; 56,2], p<0,001).

BBIBOABI ITIOATBEPAHAKCH ITOCAE€ KOPPEKIIUU HA BHeIIAaHOBoe Hauaao I'A, a Taioke nmpu aHasu3se BbI-
>KHBAEMOCTH C YIE€TOM KOHKYPHPYIOIIUX PUCKOB.

Bo1600s1: y nanyieHTOB, HAYNHAIOLINX ACYCHUE IIPOIPAMMHBIM F€MOAUAAU3O0M, CHIDKeHne @B accoum-
HPOBAHO C yBeAndeHueM pucka aucyukiuu AB® B Goabmieii mepe, ueM C yBEAUUEHHEM PUCKA CMEPTH.
OAHUM 13 OCHOBHBIX (PAKTOPOB PUCKA, OIIPEACAAFOIINX BBDKUBAEMOCTD ITALIMEHTOB, ABAAETCA KOMOPOHA-
HBIH (POH, HO He eAuHUYHAA oneHka O B.

Abstract

Background. Ejection fraction (EF) and chronic heart failure (HF) ate often considered as criteria for the
possibility of arteriovenous fistula (AVF) creation due to an increased risk of death, without sufficient evidence
for this. There is, however, rare but compelling evidence that low EF increases the risk of AVF dysfunction.

Objective. The objective of this study was to evaluate the association between EF at the time of AVF
creation and the incidence of adverse cardiovascular events, all-cause mortality, as well as AVF dysfunction.

Methods. This retrospective cohort study included 962 adult patients who had a first-time-created
functioning AVF. Only patients with a more than three months and less than five years period after AVF
creation were included. The mean follow-up period was 34113 months.

Four groups were identified based on EF and the presence of HF at the time of AVF creation: HF with
reduced EF (tEF) <40%, with mid-range (mrEF) of 40-49%, or with presetved EF (pEF) 250% + HF, and
a "'no HF" group with EF250% and no HFE.

Results. In the univariate analysis, a reduced EF was associated with an increased risk of mortality, with
the hazard ratios (HRs) of 2.706 [95% CI 1.330; 5.507], p=0.006 for mrEF and 8.250 [95% CI 2.621; 25.97],
p<0.001 for rEF, compared to the "no HF" group (here and thereafter). However, after adjusting for age,
sex, and Charlson Comorbidity Index (CCI), EF was not significantly associated with the risk of death.
Only the CCI score remained a significant factor (HR=1.748 [95% CI 1.482; 2.063], p<0.001).

A decreased EF was associated with the incidence of AVF dysfunction both in the univariate analysis
and after adjustments. In the univariate analysis, the incidence rate ratios (IRRs) of 6.88 [95% CI 3.88; 12.1],
p<0.001 for mrEF, and 19.9 [95%DI 8.64; 41.6], p<0.001 for rEF, were shown. After adjusting for age, sex, and
CCI, the IRR for mrEF was 8.96 [95% CI 5.81; 13.7], p<0.001, and for rEF, it was 23.4 [95% CI 13.8; 38.6],
p<0.001. Even in the presence of polycystic kidney disease and diabetes mellitus in the most comprehensive
model, the association between EF and the incidence of AVF dysfunction remained statistically significant:
the IRR was 8.61 [95%DI 5.61; 13.1], p<0.001 for mrEF, and 33.4 [95%DI 19.5; 56.2], p<0.001 for rEF.

The findings were confirmed after adjusting for urgent HD initiation and in the competing risks survival
analysis.

Conclusions. In patients who are initiating treatment with maintenance hemodialysis, a decreased EF
is associated to a greater extent with a higher risk of AVF dysfunction than with an increased risk of
mortality. The burden of comorbidities, rather than a standalone assessment of EF, is one of the major
risk factors determining patient survival.

Key words: arteriovenous fistula, hemodialysis, ejection fraction, chronic heart failure, adverse cardiovascular events
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Dpakups BHIOPOCA N1EBOTO XeNyA0UKA: CBA3b C PUCKOM CMEPTH M YACTOTOM AUCHYHKLMM APTEPUOBEHOIHON GUCTYIIbI...

BBeaenue

[amuenT, IOAYIAIOIHE ACUCHIE IIPOIPAMMHBIM
remopnaansom (I'A) mOTEHIIMAABHO ITOABEPIKEH ACH-
CTBHIO MHOZKECTBA (DAKTOPOB, ACCOIMHPOBAHHBIX C PH-
CKOM CMEPTHU U HEKEAATEABHBIX CEPACTHO-COCYAHCTHIX
cobbrruit man asacHuit (CCHSI), kotopere B cBorO Oue-
PEAB TAKAE ACCOIIMUPOBAHBI C pUCKOM cMepTH. Cpean
HUX MOKHO BBIAGAUTH MOAHHUIIEpyeMbIe (DaKTOPEI
prcKa (BOAEMHYECKNE M IAEKTPOAUTHBIE HAPYIICHUS,
OEAKOBO-9HEPIETUIECKYIO HEAOCTATOYHOCTD, MITHE-
PAABHBIC M KOCTHBIEC HAPYIICHUA IIPH XPOHUIECKOI
DOAESHIE IIOYCK U AP.), HeMOAHDHIIIPYeMBIe (BO3PACT,
CTAK XPOHUYECKOI OOAE3HI ITOYEK IIPOABUHYTHIX CTa-
AW, PUTHAHOCTB COCYAHCTOH CTEHKH H Ap.), 4 TAKKe
B TOI HAU HHOU CTEIICHH YCAOBHO-MOAU(HIIIPYEMBIE.
K mocAeAHHM MOMKHO OTHECTH, HAIIPHMEP, CAXAPHBIH
AnabeT, KOTOPBIH ITPH OITPEACACHHBIX OOCTOATEABCTBAX
MOKET OBIT KOHTPOAHPYEM, HAH XPOHUUECKYIO CEPACY-
nyto Hepoctatounocts (XCH), dyHknmonaAbHbIH Kaace
KOTOPOH MOKET OBITh IIOHIDKCH B PE3YABTATE XUPYPIU-
YECKOTO HAH MEAHMKAMEHTO3HOIO ACUCHHS.

OAHIM U3 IIHPOKO M3BECTHHIX (PAKTOPOB PHCKA
cvepru u CCHJSI aBAsiercs cHmxennas dppakuus Bbl-
6poca (OB) aesoro xeayrouka ceparma [1]. Her co-
MHCHUH, YTO HAPYIICHHAS CHCTOAHYCCKAS (PYHKITHA
AEBOTO KEAYAOUKA YXYAIIIAET IIPOrHO3 manueHTa. B 1o
7K€ BpPEMA, B PYTUHHON KAMHITICCKOI IIPAKTHKE HEPEAKO
IIPUXOAUTCA BHACTD, KAK AOKTOPAMH, II0 CBOCH CIICIIH-
AAM3AIIIH AAACKHUMH OT KapAumoaoruu, OB me Toabko
BOCIIPHHUMACTCS KAK HEKUH HHTCIPAABHBIN II0KA32-
TEAb COCTOSIHUA CEPALIA, HO 1 AHAAHSHPYETCH B OTPHIBE
APYTHX IIOKa3aTEACH, OIIEHIMBAEMBIX IIPH DXOKAPANO-
rpacdpun (Dxo-KI'). Hecmorps HA Bce OTHOCHTEABHBIC
HEAOCTATKH (3aBUCHMOCTB OT CTEIEHU COOTBETCTBHA
TCOMETPHYCCKUX IIPEATIOAOKCHIH pearbHON dhopme
A€BOTO JKEAYAOUYKA, 3aBUCHMOCTh OT aKyCTUIECKOTO
OKHA U OIIBITA CITEI[HAANCTA, H3MEHYUBOCTD BO Bpe-
MEHH U Ap.), HEHHBA3HBHOE, IIPOBOAMMOE IIPU IIO-
MoINK TpaHCTOpakaAbHOH Dx0-KI' m3mepenue Bce
eIre OCTAETCA IIHPOKO PACHPOCTPAHEHHBIM METOAOM
OLICHKH (DYHKIHH ACBOTO JKEAYAOYKA OAATOAAPS IIIH-
POKOH AOCTYITHOCTH, HH3KOH CTOMMOCTH, OTCYTCTBHIO
BO3ACHCTBHSA HOHU3HPYIOIIErO H3AYICHUA U T.II. [2]
Taxkum 00pazoM, BO MHOTUX CAyYafAX HA OCHOBAHUI
9TOH OLICHKM IPUHUMAIOTCH KAUHHYCCKUC PEIICHIS,
B TOM YHCAE€ — I HA MOMEHT (POPMUPOBAHHS APTEPUO-
BeHo3HOI ducryAs (ABD).

Bamsanne AB® Ha cepAeIHO-COCYAUCTYIO CHCTEMY
B IICAOM H Ha YaCTOTY Pa3BUTHA XaPAKTEPHBIX (DYHKITH-
OHAABHBIX U CTPYKTYPHBIX H3MCHCHHUH CEPALIA B IACTHO-
¢ Xoporo u3BecTHO [3-5]. OB00Ias yka3aHHbIE BBIIIIE
PabOTHI, MOKHO 3AKAIOYHTD, ITO IIOCAE YCIIEITHOIO
dpopmuposarns AB®D, koTopas 11o cBoemMy reMOANHAMH-
geckoMy 9(PeKTy IpeACTaBAAET COOOH PYKOTBOPHBII
«IIOPOK CEPAIIA» C IIYHTOM «CAEBA HAIIPABOY, IIPOMC-
XOAUT CHIZKECHHE IePH(MEPUICCKOTO COIPOTHBACHIA
C IIOCAGAYIOITIIM AAAIITUBHBIM YBEAHYECHHEM YAAPHOTO
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00beMa 1/ HAM 9ACTOTHI CEPACIHBIX COKPAIICHHUIL, KO-
TOPOE PEAAU3YETCH B BUAEC YBEAUYICHHUSA CEPACUHOTO
BBIOPOCA AAAl TIOAAEPKAHNSA APTEPUAABHOTO AABACHHA
1 aAeKBAaTHOU repdysnn TKaHeid opraHnsma. Takumm
00pa3om, BO3pacTaeT 0ObEMHAA HATPY3Ka Ha CEPAIILE,
KOTOPas COITPOBOKAACTCA YBEAIECHHOM IIOTPEOHOCTBIO
B KHCAOPOAE. OCHOBHBIM (PAKTOPOM, OIIPEACATFOIITIM
KapAHOTOKCHYIHOCTh AB®, ABASICTCA aAAIITUBHBIN ITO-
TeHIHAA (Pe3epPB) HALMEHTA K HOBBIM, HECCTECTBEHHBIM
TEMOAMHAMUYECKIM YCAOBHAM. COBEPINEHHO OUEBUAHO,
YTO 9TOT HOTCHIINAA MOKET OBITh 3HAYUTEABHO CHILKCH
y HAITEHTOB ¢ HCXOAHO nmerorterica XCH u mapymen-
HOH CHCTOAHYECKON (Dpakiuei BEIOpOca.

[TpoOAema pasBUTHA CEPACIHON HEAOCTATOYHOCTH
KaK ocaoxuennsa popmuposanus AB® y marmenTos
Ha I'A nsBecrna aaBHO — yixe Goace 50 aer [6]. Kocsen-
HBIM ITOATBEpiKACHHEM TOMY, 4T0 AB® yBeamunsaer
puck cvepru u/nan CCHS, sBAsiercst yxyAreHue mmo-
kazareAeir Dxo-KI's AoArocpodroil mepcriekTBe mocae
dopmuposanms |7, 8], CBA3b MEKAY YACTOTOH PasBUTHA
XCH u 06pemMHOI CKOPOCTBIO KpoBOTOKA 110 AB®D |7,
9, 10], a Tarke — ¢ T.H. <KAPAHODHUCTYABHON PELIIPKY-
asnmeit» [7] (orHOIIEHHEM OOBEMHOM CKOPOCTH KPOBO-
Toka 110 AB® k MuHyTHOMY OOBEMY KPOBOOOpAITICHIA);
yAydrenue mmokasareaeit Oxo-KI' mocae pasobirens
AB® [11, 12], mpudaem AydIIIe BCEro 9TO H3Y9ICHO ¥ pe-
IUIIHIEHTOB IIOYEYHOIO TpaHcIiAanTata [13] u T.A.

[Tpu stom, AB® Bee e ABAAETCA OIITHMAABHBIM CO-
CYAHCTBIM AOCTYIIOM AAf LA 0DecrieanBaroIim camprit
HH3KHH PUCK CMEPTH 10 CPABHEHHUIO C APYTUMH BapH-
AHTAMH AOCTYIIA B 0OIIel nomyasmun [14]. Aake cpean
IIOKUABIX ITAIIMEHTOB, HIMEIOIINX OYEBUAHO OOABITINI
puck XCH, nmposeaenne I'A ¢ ncrioapsoBanmem reH-
TpaspHOro BerosHoro xarerepa (LIBK) sBasercs dax-
TOpOM pucka cmept (1o cpasuennio ¢ AB®) [15-17].
Hemp cobwrruit «dbopmuposanue ABD — passurue
XCH - yBeardenue prcka CMEPTH», C OYEBUAHOCTBIO,
C KOTOPOI CAOKHO CIIOPUTD, HEM30€KHO CTAAKHBAETCA
¢ aKTOM TOTO, YTO IIPH HHOM THITE COCYAUCTOTO AO-
CTyIIa PHCK CMEPTH BO3pacTaeT ere boabrre. boaee
TOTO, B OOABIIIHHCTBE PAOOT, AHAANHPYFOIINX HEIaTHB-
Hoe BauArre AB® Ha cepACIHO-COCYAUCTYIO CUCTEMY,
KaK IIPaBUAO, HE IIPUBOAUTCA AaHAAU3A PUCKA CMEPTH
110 CPABHEHHIO C IAIIMEHTAMH, TOAy4arornumu LA ¢ wc-
noabsosanueM [IBK (B AaHHOM KOHTEKCTE, BEPOATHO,
IIPENMYIIIECTBOM Bee ke obaararor ABD), a mpocro
OITHCHIBACTCA OOABIIIAA YACTOTA PA3BUTUSA XaAPAKTEPHOTO
enoTuIIa, KOTOPHINA B CBOIO OYEPEAD ACCOIIMUPOBAH
C yBeAHYEHHEM pHCKa cMepti. [Ipu sToMm, Bo MHOIHX
caygaax peub mAeT He 0 XCH co cumxennoin OB,
a o BecpMa crreruduarom cuaapome XCH ¢ coxpa-
uwennon OB [18, 19].

Taxmm 0Opasom, BEIOOP COCYAHCTOrO AOCTYyIIA
y manueHToB ¢ mcxoAHo nmeromeiicas XCH u can-
xeanoir @B we B moapsy AB®, a B moarsy LIBK
IIPEACTABAAETCA HAM HE TAKHM OYEBHAHBIM H, CAMOE
IAABHOE — HE ITIOATBEPIKACHHBIM YOCAUTCABHBIMI AOKA-
3aTEABCTBAMU CYIIIECTBEHHBIX ITPEUMYIIIECTB PEIIICHIEM.
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CrpaBeAAUBOCTH PaAU OTMETHM, YTO CYILIECTBYIOT
BECbMA PEAKHE PAOOTHI (KaK IPABHAO, TEOPETHUECKOTO
XapaKTepa), B KOTOPBIX aBTOPHI, PA3MBIIIAASA, YKA3EI-
BAIOT, YTO y IIAIIHMEHTOB C IIPOABHHYTBIMU CTAAMAMU
XCH caeayer oraats npeanourenne [IBK, a ne AB®
[18, 20]. Kpome Toro, B oredectBeHHOn Hedpoaoru-
YECKOW M OKOAOHEPOAOTHUECKOI CPEAE HEPEAKO
MOKHO CTOAKHYTBCSA C MHCHHCEM (Ha AAHHBIN MOMCHT —
Ha ypOBHE PO ECCHOHAABHOIO (POABKAOPA»), UTO
dopmuposanue AB® y marrentos ¢ auskoit @B mpo-
THBOIIOKA3AHO B CBA3U C CYILCCTBCHHBIM YBEAUICHICM
pucka cmepru. [Tpn aTom, maes o Tom, 9To manuenTam
¢ zusko#t OB me crout dpopmuposats ABD, BeposTHO,
He AHUIIIEHA CMBICAA B CBETE MMEIOIIUXCS PEAKHX pa0oT,
CBHUAETEABCTBYIOIINX B II0AB3Y TOrO, uto XCH siBAAIETCA
daxropom pucka aucyukmn ABD [21, 22].

[1aaHuEpys AAHHOE HCCAEAOBAHHE, MBI CTPEMUANCH
IIPOTECTUPOBATH TUIIOTE3Y O TOM, YTO y IAIHCHTOB
¢ XBIT 5, mauunaromumx Ac4eHme IporpaMMHbM [A,
camxenne OB acconuupoBaHo ¢ yBeAmueHnEM pHCKA
ancyurmnun ABD B Goabieil Mepe, YeM ¢ yBeAHHe-
uuem pucka cmepru u/nan CCHA B cpeanecpounoit
IIEPCIIEKTHUBE.

IleAp mccaeAOBaHUA: OLEHHUTH CBA3DH (PPAKITHM
BBIOPOCA AEBOTO KEAYAOUKA HA 3Tarie (POPMUPOBAHIA
AB® ¢ gacToTOIl HEXKEAATEAPHBIX CEPACIHO-COCYAH-
CTBIX COOBITHI M CMEPTH OT BCEX IPUIHH, 4 TAKKE —
¢ gacroroit Aucynknuit ABO.

Marepuasbl 1 METOABI

Auzaiin uccaedosanus: perpoCIeKTHBHOE KOIOPT-
HOE HCCACAOBAHIE OCHOBAHO Ha 0a3¢ AAHHBIX O CYABOE
962 marpeHToB, y KOTOpHIX ObIA2 cpopMupoBara ABD
B 2011-2019 roaax. Kpurepuu BKAIOYeHUA: BO3PACT
6oaee 18 aer, AB® chopmuposana BIepBbIe U CPOK
OT I1epBOTO (DOPMUPOBAHHSA COCTABUA DOAEE 3 MECAIIEB,
HAAMYHE AOCTOBEPHBIX AAHHBIX 00 aHaMHese (B HEOO-
XoAIMOM 00OBemMe) n kaTamuese. [lommmo artoro, oc-
HOBHBIM KPUTEPHEM BKAFOUeHUS OBIAO IIpoBeacHue ['A
¢ ucrioapsoBanneMm ABD.

B amaAM3 MBI HE BKAFOYAAH ITAITHCHTOB, YMEPIITHX
B TEUCHHUE TPEX MECALIEB ITOCAE IIEPBOrO hopMUPOBA-
mus AB®, a taxxe marmentos, Havasmmx A ma [IBK,
y KOTOPBIX B TEYCHHE TPEX MECALIEB HE ObIAQ BHIITOAHCHA
kousepcus [IBK m#a AB®D.

Aenp nepsoii omsrrkn opmuposanus ABD 6bia
BPEMCHHOMH TOYKOH HAYaAA HAOAFOACHIS 32 ITAIIIIEHTOM.

B kagecTBe IepBHYHBIX KOHEYHBIX TOYEK PACCMA-
TPUBAAU CMEPTb OT BCEX IIPUYMH U KOAHMYECCTBO AUC-
dyrknuit AB®, Tpebyronux Xupypruaeckoro AcqeHus
(B TeUeHHE AKTYAABHOTO IIEPHOAA HaDATOAeHNH). B Ka-
YECTBE BTOPHYHBIX KOHEYHBIX TOYCK PACCMATPUBAAU
koamdectso CCHJSI B Tedenne akryaapHOrO mepmoaa
HaOAFOACHUSA U KOMIIO3UTHYIO KOHEYHYIO TOYKY —
daxr cmepru ot Beex npuunH uau passurue CCHI,
pu 3T0M (OUKCHPOBAAH IIEPBOE HACTYIIUBIIIEE COOBI-
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THE U3 ABYX AABTCPHATHBHEIX. B Ka4ecTBe HEKEAATEAD-
HBIX CEPAEUHO-COCYAUCTBIX COOBITHH PacCMATPUBAAK
nH@APKT MHOKAPAL, OCTPOE HAPYILICHHE MO3TOBOTO
KPOBOOOPAIIIEHHS H ITPOrpeccupoBarne (OyHKINOHAAD-
HOTO KAacca uam tuna XCH.

MaxcumaapabIil cpok HabATOAeHIS cocTaBuA 60 Me-
cares mocae popmupopanns ABD.

OzxupaeMo, 910 OOABIIUHCTBY IAIIUCHTOB IEPBUY-
Hat AB® Obira chopmuposana ¢ meapro Hauasa 3[1T
meroaom DA Briepssre (856 u3 962 marmerntos, 89%), 78
(8,1%) Opran mepeseacHsr Ha I'A ¢ mepuroneaApHOro
amaansa (ITA), 28 (2,9%) Osian mepeseaensr Ha I'A
IIOCAE YTPATHL (DYHKIIHI ITOYCIHOIO TPAHCIIAAHTATA.

baok-cxema dpopmuposarns Beroopk («flow charty)
npeacraBAeHa B [ Ipraoskernn, pasMerieHHoM Ha caiiTe
xKypHasa — Ha pucynake S1. V3 1664 xkanAuAaTOB B aHa-
An3 OBIAHM BKATOUCHBI 902 IMAITIEHTA B COOTBCTCTBII
C KPUTEPHUAMH BKAFOUCHUS / HEBKAFOUCHUS.

C y4eTroM aKTyaABHBIX POCCHHCKIAX KAHMHHYECKIX
peKoMeHAAITHI «XPOHIYECKaA CEPACIHAA HEAOCTATOY-
HOCTBY [23] 902 manuenTa OBIAM OTHECEHBI K OAHOM
U3 YeTBIpeX rpynn Ha ocHoBanny 3Hadenud OB u cra-
tyca XCH:

Huzskas OB (u®B) — ®B menee 40% 0Oes yuera Ha-
AMYHUA AHATHO32 «CEPACTHAA HEAOCTATOUHOCTE» (KOABI
150.0, 150.1, 150.9 mo MKbB-10 uan unOro ykasanms
Ha Haamane XCH.

[pomexyrounas OB (mdPB) — OB 40-49% Ges yuera
HAANYHA AHATHO34 «CEPACYIHAA HEAOCTATOYHOCTHY
(koanr 150.0, 150.1, 150.9 1o MKbB-10 uan usoro yxa-
3anud Ha Haamare XCH.

Coxpanennag OB (cPB) — OB =250% u maandme
B MEAMLIMHCKON AokymeHTanmuu koAos 150.0, 150.1,
150.9 mo MKDB-10 mAu uHOrO ykasaHus Ha HAAUYHE
XCH.

Her XCH — ®B 250% u orcyrcrBrue B MEAMIINH-
ckot Aokymerrarnu koaos 150.0, 150.1, 150.9 o MKb-
10 mam muoro ykasannsa ma Haamaue XCH. Breian
ncrroAb3oBansl oreHka OB AeBoro KeAyA0UKa, OAY-
YeHHbIE IPU TpaHcTopakaAbHol Dx0-KI' mo Mmoandu-
LUPOBAHHOMY METOAY CHMIICOHA, BBITOAHCHHON HAU-
6oace OAn3KoO K aate popmuposanus ABD B nxTepBae
+ 28 ameil. MeAnaHa KOAMYECTBA AHEH BBIIIOAHEHHS
Oxo-KI" orHOCHTEABHO AaTHL hopMupoBarus ABD co-
crasuaa -3 [-14; 6], ot -28 a0 28 (1.e. y 50% manmenTos
9x0-KI' OBIAO BBIIOAHECHO KAK MUHUMYM 32 TPU AHA
Ao dopmuposanus ABP). OaHako 91U OIHCATEABHBIE
CTATHCTHKI ITAOXO OIIHCBIBAIOT PACIIPEAECACHUE AAH-
HOTO IIPU3HAKA, KOTOPOE HOCHAO OHMMOAAABHBIN BUA
C ABYMf XapaKTEPHBIMI «TOPOAMID» AO U TTOCAE AHA POp-
vuposannsg ABD — pucynox S2. Meanana koAmdecrsa
AHelt Ao hopmuposarns AB® cocrasuaa -14 [-18; -9],
ot -28 A0 -1 Anfi: Meanana Aneit mocae bopMUPOBAHIS
AB® (Bxarowas acHb omeparun) cocrasuaa 7 [4; 10],
o1 0 A0 28 AHElL.

[Ipu pacuere nuaekca komopbuaHocTa YapAabcon
HCITOAB30BAAM HE KAACCHYECKUII €rO BAPHAHT, CKOP-
PEKTHPOBAHHBIN Ha BO3PACT, a B MOAU(UIIIPOBAH-
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meii [24]. [Toacder koamdecTBa GAAAOB IIPOHCXOAHA
ABTOMATHYECKH 11yTeM cortoctaBaeHus koaoB MKbB-10,
IIPEACTABACHHBIX B IIPUAOKEHHH K padote [25], rae
AAHHBII TIOAXOA OBIA BAAMAMPOBAH Ha BEIDOpPKe Doaee
120 rtercsra manmentos (CHIA) i moaygena xopormas
CBA3b CO CMEPTHOCTHIO. JacToTa BCTPEIAEMOCTH KOM-
IIOHEHTOB KOMOPOMAHOTO (DOHA IIPEACTABACHA B ITPH-
AokeHnu (tabamma S1).

Hemounux dannvix. OCHOBON AASL COCTABACHHUS
0a3Bl AAHHBIX OBIAA CHCTEMATH3HMpPOBaHHAA HHMOP-
Marms, moAyderHad n3 «MeanmHCkoH HHMOpPMAIIH-
onnoii cucremsl ATV «OBepect», a Takke 13 eAHHOM
MEAMIIMHCKOH HH(OPMAITHOHHO-aHAANTHYECKOM
cucreMel MOCKOBCKOM 0bAacTr 1 HH(OPMAIIIS U3 aM-
6}7A2.TOPHBIX AUAAI3HBIX L[CHTpOB.

Cmamucmuseckuii anasus. KoamaecrBeHHBIE 110~
Ka3aTEAN IIPUBEACHBI B BUAC MEAHAHBI U IPAHUIL IIEp-
Boro u Tperbero kpapruacit [Q1; Q3] mau cpeanero
apH@METHIECKOTO I CTAHAAPTHOTO OTKAOHeHHA (SD)
C yKa3aHMEM MHHUMYMA H MAKCHMyMa B OOOMX CAYUasX.
KauecrBeHHbIE ITPU3HAKI OIICAHBI IIPH ITOMOIIH YKa3a-
HEA 20COAFOTHOTO KOAMYECTBA 1 IIPOIIEHTHOM AOAH. Ya-
crora CCHS n Ancynxrmmiit ABD ormceBasacs B BuAe
MHTECHCHBHOCTH HACTYITACHUA COOBITHI (MHIIHACHTHO-
crm, «incidence ratey): KOAMYIECTBA COOBITHIH 32 CTAH-
AAPTU3UPOBAHHBIN BPEMEHHOH HHTEPBAA (KOAMYECTBO
cobsrrnit Ha 1000 marmmeHTO-MECAIEB HADAIOACHIIA).

CooTBeTCTBHE PACIPEACACHNA KOAMYECTBEHHBIX
IPU3HAKOB U OCTATKOB PEIPECCHOHHBIX MOAEACH HOP-
MaABHOMY ITPOBEPAAN IIPH IIOMOIIH BU3YAABHOTO aHa-
An3a kaHTHABHOTO rpacduka (Q-Q plot). [1pn anasmnse
pACIIPEACACHNA KAYECTBEHHBIX IIPU3HAKOB (TabAnia S3)
HCITOAB30BAAH TOYHBIH KpnTepuii Pumepa.

MuHIMAABHBINA AMCKPET BPEMEHH B AHAAU3E BBI-
KHBAEMOCTHU OBIA IIPHHAT B 0AuH Mecsil. Heckoppex-
THPOBAHHYIO BBIKUBAEMOCTD ITAITHEHTOB OIICHUBAAN
1o MeToAy Kamaama-Mediepa ¢ IOCTpOEHHEM KPHBBIX
BBIKMBAEMOCTH ¥ BEIYHCAECHIEM HECUMMETPUIHEIX 95%0
AoBepuTeAbHBIX HHTEPBaAOB (95%AM). 3HaumMOCTD
PA3AHYHIT OIIEHUBAAH ITPU ITOMOIIH Kpurepus log-rank
(B KauecTBE OMHIOYCHOTO TeCTa 6€3 IOIAPHBIX CPaBHE-
Huit). AHAAU3 CBA3K (DAKTOPOB PHCKA H HCXOAOB HHTE-
peca IIPOBOAMAM ITPU IIOMOIIIN PErPECCHOHHOM MOACAT
IIPOITOPITHOHAABHEIX prckoB Kokca u perpeccnonnoit
moaean [lyaccona. Ilpn nposeaennn aHaAn3a BBIKU-
BAEMOCTH HCIIOAB30BAAOCH IIPABOCTOPOHHEE I[EH3YPH-
posanue I tuma [26], mpu 3TOM CMEpPTB (a TaKKe CMEPTh
nan CCHSI) ABASIATICH ICXOAOM HHTEPECA, 4 KOHBEPCHA
3IIT ua ITA uaun TTI, kousepcus AB® ma LIBK pac-
CMATPUBAAUCH KAK KOHKYPHPYIOIIHE COOBITHA. AHAAHS3
BBIKHBAEMOCTH C YUETOM KOHKYPUPYFOIIIIX PHCKOB OBIA
IIPOBEACH ITPU ITOMOIIH PETPECCHOHHOIN MOAEAH KOH-
kypupyromux puckos Paita u I'peit.

CobAroAeHnE YCAOBHSA O IPOIOPIUOHAABHOCTH PH-
CKOB IIPOBEPAAHN IIPU IOMOIIH aHaAn3a ocTaTkoB [len-
deanaa (Schoenfeld residuals). [TpoBepky anneitnocTH
CBAI3M IIPEAMKTOPOB M Aorapudma (pyHKIINH PHCKa,
IIPOBOAMAH IIPH ITOMOIIH aHAAN32 MapPTHHIAABHBIX
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ocratkoB (martingale residuals). Tax :xe rpaduku o1HX
ocratkos u orieok DFBETA amaausupoBaan Ha mpea-
MET BAHUATEABHBIX HaOAIOACHHH. [TpoBepky Ha MyABb-
THKOAAMHEAPHOCTD IIPEAUKTOPOB IIPOBOAUAM IIPU I10-
MOIIIN AHAAN32 KOPPEAALIMOHHOMN MATPHUIIE! U (DakTOpa
nHdAsn Aucnepcun (variance inflation factor).

Pacuer pazmepa BEIOOPKH He IIPOBOAUACA. Bribopka
OpAa orpanmygeHa 0OBEMOM (DAKTUYECKH AOCTYITHBIX
AaHHBX. CTATUCTHYECKHI aHAAU3 IIPOBOAUAH B R 4.2.3
(cpeaa RStudio Desktop 2023.09.1). Onenusasn ABycTO-
POHHHMIT yPOBEHD 3HAYNMOCTH. SHAYeHUA p-value MeHee
0,05 cunTaAM CTATUCTHYECKH 3HAYMMBIM,

Pesyabratsr

OO0mmme XapaKTEepUCTHKN ITAIMEHTOB IIPEACTAB-
Aensl B TaOAntie 1. Mot e nmpusoanm P value pasan-
YHIT MEKAY TPYIIIAMH, IIOCKOABKY 3TO He OBIAO IIEABFO
HAITIETO aHAAU3a (AAHHBIE IIPEACTABACHBI CYTYOO AAMA
ormcanus BeIOOpKH). Tem He MeHee, OYEBUAHO, UTO
yem Hmxe ObiAa OB, tem manmenTe OBIAM CcTapIIE,
KOMOpOUAHBIH doH — xyxe, a puck cmepru, CCHSA
1 ITOTPEOHOCTH B PEKOHCTPYKTHBHBIX BMEIIATEABCTBAX
na AB® — Goasrrre.

HeckoppekTnpoBaHHbie KpUBBIE BBIKHBAEMOCTH
IIPUBEACHBI HA PUCYHKe 1, a 3HAYCHUA (PYHKINIT BbHI-
KIBAEMOCTH HAa HECKOABKIX BPEMEHHBIX TOYKAX — B Ta0-
Anrge S2.

B xoAe amaAmsa MBI ITOCACAOBATEABHO IPOBOAHAN
OAHO(AKTOPHBIH 1 MHOTO(AKTOPHBII AHAAU3 A KAK-
AOH U3 KOHEYHBEIX TOYeK. OAHON M3 ABYX OCHOBHBIX
KOHEYHBIX TOYEK OBIAA CMEPTh OT Beex mpuunH. Kax
caeayer u3 tabamin 2, camkenue OB cymecrsenno
YBEAMYHBACT PHCK CMEPTH TOABKO B OAHO(AKTOPHOI
mMoaeAn. ITocae Koppekinu Ha BO3PACT, IIOA H HHACKC
komopOuarocTa Yapascon, OB yixe He ObAa 3HAYNMO
CBA3aHA C PUCKOM cMepTH. [ IpIMepHO TaKOM e BEIBOA
MOKHO cAeAaTs u 1pu aHaruse yactorsl CCHS — 1ab-
AMIA 3, 4 TAKAKE — IIPH AaHAAM3E PUCKA CMEPTH OT BCEX
IIPUYHH HAM HEKEAATEABHOIO CEPACTHO-COCYAUCTOTO
cOOBITHA (YIUTHIBACTCA TOABKO IIEPBOE COOBITHE —
CCHSI uan cmeprs), Tabamma 4.

Bwmecre ¢ tem, camxenne @B Op1AO 3HAYMMO CBA32HO
¢ gacroroit Aucdyukiuit ABO (morpebHocTBIO B pe-
KOHCTPYKTHBHBIX OIIEPAINAX) KAK B OAHO(DAKTOPHOI
MoaeAn (Tabamma 5, moaeas 1), Tak u ¢ Koppekiuen
Ha BO3PACT, IIOA U HHAEKC KoMopOuaHOCTH YapAb-
con. OKHAQEMO, YTO HHAEKC KOMOPOHAHOCTH YapAsb-
COH He OBIA 3HAYMMO CBA3QH C PHCKOM AMCQYHKITHH
AB®, B cBA3HM € YeM MBI IIOCTPOHAH TPETHIO MOAEAD
(tabanma 5), rae oueruau cBssu cHmkeHus OB ¢ pu-
CKOM AMC(YHKIINH C IIOIIPABKOM HA HAMOOAEE BaKHEIE
B AAHHOM KOHTEKCTE, TI0 HAITIEMY MHEHIIO, KOMIIOHEHTBI
KOMOPOMAHOTO (POHA — ayTOCOMHO-AOMUHAHTHASA I10-
AVKHCTO3HAA DOAE3HD ITOYCK 1 CAXapHbIi Amabet. Aaske
B IIPUCYTCTBUH 3THX (DAKTOPOB, B HAMOOAEE ITOAHOI
mMoaeAn, camxerre @B OprA0 accorumpoBaso ¢ yBeAn-
geHreM 4actoTel Ancynknui ABO.
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OerMHaanue CTaTbH

Ab. 3ynskapraes, H.M. Pommubix, B.A. Crenaros

O6Lan xapakTepucTuka nayeHToB.

Patient descriptive statistics

Ta6bnuua 1 | Table 1

®pakuyus BbIGPOCa N1eBOro Xenyaouka, %

Bce nauneHtbl  HopmanbHas, HeT XCH CoxpaHeHHasa lNMpomeKyTouHas Huskas
XapakTepucTuka (N=962) (N=602) (N=248) (N=98) (N=14)
Bo3spacr, net! 52(10), 0t 21 no 86 49 (9), o1 21 no 68 56 (7),0138 0072 65(11), 0142 no 86 62 (6),0T154 10 74
My>xuuHbl, N (%) 511 (53%) 332 (55%) 117 (47%) 57 (58%) 5 (36%)
Dpakuus Bbibpoca neBoro 56,6 (7,1), 59,4 (5,8), 55,6 (3,3), 44,4 (2,9), 37,8(0,9),
xenypouka, % o1 37,0 50 69,0 o1 50,0 o 69,0 o1 50,0 8061,0 o140,0 1o 49,0 o137,018039,0
CCl, 6annbil 5(1),otr3p012 4(1),0ot3p009 6(1),0t4p012 7(2),014p0012 6(1),0t4 009
[Luna6ert, N (%) 152 (16%) 89 (15%) 44 (18%) 16 (16%) 3(21%)
Monuknctos nouek, N (%) 48 (5,0%) 31 (5,1%) 13 (5,2%) 4 (4,1%) 0 (0%)

MpomomK1TeNbHOCTb
HabnoaeHus, mecaues’

Xots 661 ogHoro CCHA, N (%)

MHumpeHTHocTb CCHA
C YYETOM TOJIbKO NepBoro

cobbITnA2

Konnuyectso CCHA, N (%)

0
1
2

MHumpeHTHocTb CCHA
C yYEeTOM BCEX COObITHINZ

CmepTb, N (%)

NHUMOEHTHOCTb cmepTi?

CmepTb 1nu xoTs 6bl 0fHO

CCHA, N (%)

MHUMAEHTHOCTb CMepTU
nnn CCHA c yyeTom ToNbKo

nepBoro cobbITns2

KonnyectBo

peKoHCTpyKLmin ABD3

MHUngeHTHOCTb

peKkoHcTpyKuunin ABD?

34 (13), 013 10 60

36 (3,7%)

1,995
[1,543;2,539]

926 (96%)
24 (2,5%)
12(1,2%)

1,451
[1,070; 1,924]

66 (6,9%)

1,995 [1,543; 2,539]

83 (8,6%)

1,995
[1,543;2,539]

0[0;0],ot0p07

6,470
[5,632;7,397]

36 (13),0T13 0059
17 (2,8%)

0,779
[0,454; 1,247]

585 (97%)
12 (2,0%)
5(0,8%)

1,008
[0,632; 1,526]

37 (6,1%)
1,695 [1,193; 2,336]

45 (7,5%)

2,061
[1,504; 2,758]

0[0;0],ot0pno 4

3,710
[2,947; 4,612]

33(11), 013 00 60
8(3,2%)

0,985
[0,425; 1,940]

240 (97%)
4 (1,6%)
4 (1,6%)

1,477
[0,763; 2,580]

16 (6,5%)
1,969 [1,126; 3,198]

20 (8,1%)

2,462
[1,504; 3,802]

0[0;0],0ot0pno 6

4,308
[3,000; 5,991]

28(13), 016 10 55
8(8,2%)

2,900
[1,252;5,713]

90 (92%)
5(5,1%)
3(3,1%)

3,987
[1,990; 7,134]

10 (10%)
3,625 [1,738; 6,666]

14 (14%)

5,074
[2,774; 8,514]

0[0;1],oT10p07

25,734
[20,098; 32,460]

26(10), 0111 no 42
3(21%)

8,310
[1,714; 24,286]

11 (79%)
3(21%)
0(0%)

8,310
[1,714; 24,286]

3(21%)
8,310 [1,714; 24,286]

4 (29%)

11,080
[3,019; 28,370]

2[1;2],ot0p05

74,792
[49,289; 108,819]

1 - CpegHee (SD), MUHUMYM 1 Makcmym; 2 — CiyyaeB Ha 1000 nauyuneHTo-mecAleB HabnogeHua [95%AU]; 3 - Meawuana, [Q1; Q3], MuHUMYyM 1 makcumym; CCHA —
HexenatenbHoe cepfeyHo-cocyamcToe cobbiTve (MHapKT MMOKapha, OCTPOe HapylleHne MO3roBOro KpoBooOpalleHus 1 NporpeccupoBaHne GyHKLMOHANbHOro
Knacca unm Tmna XpoHMUYeCKomn cepeuHon HegoctatouyHocT); CCl — nHaeKkc KomopbraHocTn YapnbcoH

1 - Mean (SD), minimum and maximum; 2 - Incidence per 1000 patient-months [95% Cl]; 3 - Median, [Q1; Q3], minimum and maximum; CVAE - cardiovascular adverse
event (myocardial infarction, acute cerebrovascular accident, and progression of functional class or type of heart failure); CCl - Charlson Comorbidity Index

Puck CMepTn OT BCeX NPUYnNH

Risk of death from all causes

Ta6bnuua 2 | Table 2

Mopenb 1 Mopenb 2
XapakTepuctuka
HR 95%U P value HR 95%U P value

lpynna

Het XCH PedepeHcHas KaTeropus PedepeHcHan KaTteropus

c®B 1,385 0,770; 2,494 0,3 0,595 0,285; 1,245 0,2

n®B 2,706 1,330; 5,507 0,006 0,661 0,259; 1,689 04

HOB 8,250 2,621;25,97 <0,001 2,182 0,572; 8,320 0,3
Bo3pacr, rogpl 0,993 0,963; 1,024 0,7
CCl, 6annbl 1,748 1,482; 2,063 <0,001
Mon (keHcKnin/my><cKoim) 1,170 0,698; 1,960 0,6

CCl - nHpeKc KomopbugHocTy YapnbcoH
lpumeqaHue. PerpeccmoHHas Mofienb NPOMNOPLMOHaNbHbIX PUCKOB Kokca.

Note. Cox proportional hazards regression model.
HR - hazard ratio; CCl — Charlson Comorbidity Index
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Ta6nuua 3 | Table 3
OTHOCMTeNIbHAsA VHUUAEHTHOCTb HeXeslaTeNbHbIX CEpAEYHO-COCYAUCTbIX COObITUIA. OLeHBaNOCh 06LLee KONMYyecTBO SNN30A0B

Incidence rate ratio of cardiovascular adverse event. The total number of episodes was assessed

Mogenb 1 Mogenb 2
XapakTepucTtuka
IRR 95% U P value IRR 95%U P value

lpynna

HeT XCH PedepeHcHas kaTeropus PedepeHcHan KaTeropus

c®B 1,46 0,50; 3,83 0,5 0,74 0,33;1,59 0,5

n®B 3,93 1,30; 10,5 0,009 1,03 0,34;2,91 >0,9

HOB 8,16 0,89; 34,3 0,016 2,59 0,55; 8,87 0,2
BospacT, roagpl 1,01 0,97,1,04 0,8
CCl, 6annbl 1,55 1,28,1,85 <0,001
Mon (eHCKNN/My>KCKOW) 1,25 0,70; 2,26 0,5

CCl - HAEKC KOMOPOUZHOCTM YapnbcoH
lMpumeyaHue. PerpeccnoHHan mogens MyaccoHa.

Note. Poisson regression model.
IRR - incidence rate ratio; CCl - Charlson Comorbidity Index

Ta6bnuua 4 | Table 4

PucK cmepTh OT BCcex NPUYNH N HeXKenaTesIbHOro CepfleYHO-COCYANCTOrO COObITUA
(yumTbiBaeTcs TonbKo nepBoe cobbitue - CCHA nnn cmepTb)

Risk of all-cause mortality or adverse cardiovascular event (only the first event - cardiovascular adverse event or death)

Mopgenb 1 Mopgenb 2
XapakTepucrtuka
HR 95%U P value HR 95%U P value

lpynna

HeT XCH PedepeHcHan kaTeropus PedepeHcHan kaTeropus

c®B 1,407 0,828; 2,389 0,2 0,582 0,307; 1,104 0,10

n®B 3,160 1,705; 5,855 <0,001 0,674 0,274; 1,661 0,4

HOB 8,850 3,201; 24,47 <0,001 2,083 0,558; 7,770 0,3
Bospacr, roapl 1,001 0,973; 1,029 >0,9
CCl, 6annsbl 1,728 1,479; 2,020 <0,001
Mon (KeHCKMIN/My>KCKOI) 1,211 0,764; 1,920 0,4

CCHA - HexenaTenbHoe cepfle4HO-COCYANCTOE CObbITUE (MHPAaPKT M1OKapAa, OCTPOe HapyLUeHe MO3roBOro KpoBoobpalleHUA 1 NPOrpeccrpoBaHmie
dYHKLMOHaNbHOrO Kacca unm Tuna XpoHUYeckol cepaedHoit HegoctatouHocTn); CCl - nHaeKe KoMop6uaHOCT YapnbCoH
lpumeyaHue. PerpeccroHHas MofieNib MPONOPLIMOHaNbHbIX PUCKOB KoKca.

Note. Cox proportional hazards regression model.
HR - hazard ratio; CCl - Charlson Comorbidity Index

Ta6nuua 5 | Table 5

OTHOCKTENbHaA MHLMAEHTHOCTb PEKOHCTPYKTMBHbIX BMELLATENbCTB Ha apTepUOBEHO3HON ducTyne.
OueHmnBanoch obLyee KoNMYeCTBO 3NN30/0B

Incidence rate ratio of reconstructive interventions for arteriovenous fistulae. The total number of episodes was assessed

Mogpenb 1 Mogenb 2 Mogenb 3
XapakTepucrtuka
IRR 95%U P value IRR 95%[U P value IRR 95%U P value

lpynna

Het XCH PedepeHcHasa kaTeropusa PedepeHcHana kaTeropus PedepeHcHas kaTeropus

c®B 1,16 0,55;2,28 0,7 1,28 0,83;1,93 0,3 117 0,76; 1,78 0,5

n®B 6,88 3,88;12,1 <0,001 8,96 5,81;13,7 <0,001 8,61 561;13,1 <0,001

HOB 19,9 8,64;41,6 <0,001 23,4 13,8;38,6 <0,001 334 19,5; 56,2 <0,001
Bo3pacrT, rogpl 0,98 0,97; 1,00 0,043 1,00 0,98; 1,01 0,6
CCl, 6annbl 1,01 0,90; 1,12 0,9 0,99 0,88;1,10 0,8
Mon (KeHCKNIN/My>KCKO) 1,25 0,95; 1,65 0,11 1,11 0,84; 1,47 0,5
Monunkucros nouek 138 102: 18,6 <0,001
(ecTb/HeT)
CaxapHblii gruabet 116 0,78,1,67 04
(ecTb/HeT)

CCl - nHAeKc KoMopbUaHOCTM YapnbcoH
lMpumeyarue. PerpeccnoHHas mogens lNyaccoHa.

Note. Poisson regression model.
IRR - incidence rate ratio; CCl — Charlson Comorbidity Index
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OpMFMHCIJ'IbeIE CTaTbH

B.A. Crenano
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Puc. 1. Kpusble KannaHa-Meliepa — HeCKOppPeKTUPOBaHHaA BbIXXMBAaeMOCTb B rpynnax

Fig. 1. Kaplan-Meier curves - unadjusted survival in the groups

AnaAu3 4yBCTBUTEABHOCTH

Od4eBUAHO, YTO B AAHHOM HCCAECAOBAHHH MOTYT
IIPUCYTCTBOBATD NCTOYHUKN CMEITICHHIH, IIPEAB3ATOCTH
(«biasy), CyIIECTBEHHO BAHAIOIINE HA AACKBATHOCTD I10-
AYYCHHBIX OLICHOK. Aas obecriedeHms OOAbIIeH 00b-
€KTUBHOCTU UCCACAOBAHIS MBI IIPCAIIPUHAAU IOIBITKY
IIOABEPIHYTh AHAAU3Y HEKOTOPBIE U3 HUX ITO MEPE BO3-
MOKHOCTH B PAMKAX AM3aIHA HCCACAOBAHHSA (OCTAABHBIC
VIIOMSIHYTHL B PA3ACAC KOIPAHUICHISA HCCACAOBAHIY).

CyObeKTBl HCCACAOBAHHA ITOABEPTAANCH IIEH3YPH-
POBAHUIO B TOT MOMEHT, KOTAA OTCYTCTBOBaAa HHOP-
Marms 00 UX AAABHEHIIIEH CYABOE, ObIAQ OCYIIECTBACHA
kousepcuda 31T ma ITA man TpancraagTanus moukm
(TTI) mam Ha [TA, nAu GerAa BBITOAHEHA KOHBEPCHS CO-
cyaucroro pAocryma Ha LIBK (MbI ncxoanan u3 aoruxmn,
9TO mOCcAe 9TOro MoMenTa pyrknns ABD Osiaa yrpa-
YCHA B PE3YABTATE AUCYHKIINH HAU CO3HATEABHOTO
PA300ITIEHNS 1 MAIIMEHT OOABIIIE HE IIOABEPIAACH TOMY
daxropy pucka). O4eBHAHO, ITO HALINCHTHL PASHBIX
rpym (et XCH, c®B, n®B, a®B) morau mmers pas-
HYIO BEPOATHOCTD I[CH3YPUPOBAHNUSA IO TOH MAH HHOMH
IpUYHHE. JTO IIOATBEPKAACTCH AAHHBIMU, IIPCACTAB-
AeaabIMI B TabAnme S3. Uem menbie 6eraa OB, Tem
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MenbIre ObiAa BepoaTHocTs TT1 1 BeIIIe — KOHBEpCHuu
A ma ITA un cmepTH, a Takke — KOHBEPCHH AOCTYIIA
na IIBK. [ToMumo Toro, 94T0 IpHYuHa NEH3YPUPOBA-
HUA OBIAQ CBA32HA C OCHOBHBIM CTPATH(UIHPYIOIIIM
npusHakoM (dpakropom pucka — rpymmoi o OB), ma-
IIHEHTBI, BEIOBIBATOIIHIE 110 PAHBIM IIPUYNHAM, MOTAK
HMETh PA3HYIO BEPOATHOCTH HACTYIIACHUA NCXOAQ HH-
tepeca — eveptu. Oba 9T 0OCTOATEABCTBA MOTYT Ha-
PYIIATH IPEAIOAOKEHHE O HENH(OPMATUBHOM IIEH-
3YPHPOBAHUH — OAHO H3 'AQBHBIX METOAOAOTHYECKHIX
AOTIYINEHUH aHAAU3A BBIKHBAEMOCTH B IIPHMUTHBHOM
€ro BHAE.

YToOBI IIPEOAOAETD 3TO ITOTEHIIMAABHOE OIPAHU-
YeHHe, MBI OIEHUAHN CBA3b BepoaTHOCTH cMepTn ¢ OB
B PEIPECCHOHHON MOAEAU KOHKYPUPYIOIIHX PHCKOB
®aiin u I'peit, rae cMepTh OBIAQZ HCXOAOM HHTEpPECA,
a xousepcuda 31T (ma [TA nan TII) n konsepcua ABO
Ha [IBK paccmaTpuBaAnch Kak KOHKYPHPYIOIIHE CO-
Oerrus. Kak BUAHO 110 TabAmie S4, pu TakoM IIOAXOAE
BBIBOA KaueCTBEHHO He MeHAeTcA: OB sHaummo He cBi-
3aH4 C PUCKOM CMEPTH IIOCAE ITOIIPABKU Ha KOMOPOHA-
HBII (DOH, TIOA 1 BO3PACT.

PacrpeAeArB HAIIMEHTOB 110 IPYIIIAM B 3aBUCHMO-
cta o1 OB (n maaruna nan orcyrersusg XCH), mer pac-



Dpakups BHIOPOCA N1EBOTO XeNyA0UKA: CBA3b C PUCKOM CMEPTH M YACTOTOM AUCHYHKLMM APTEPUOBEHOIHON GUCTYIIbI...

CMATPUBAAH 3TOT CTATYC KaK (PaKTOp pUCKa, ACHCTBYIO-
il Ha marrenTa Ha pone cdopmuposanuoin ABO
U YBEAMYHBAIOIIHNH PHCK CMEPTH TEM CHABHEE, UCM
umke 6e1aa OB. Tlpu a1OM, B COOTBETCTBHH C HIEABIO
HCCAEAOBAHHSA, YINTHIBAACA CTATYC «HAa MOMEHT pop-
muposanus ABOy», HecMOTps HA TO 9TO PEAABHBIH And-
mmason BermoAHeHns Oxo-KI' 0b1a £28 Aneit o1 MomMeHTa
dopmuposanus ABP. Ouesuano, aro OB, onpeaeacH-
Has B X0Ae Dx0-KI', — BecbMa M3MEHYUBBII ITOKA3ATEAD.
Wubmvm caosamu, 110 pesyabTatam Oxo-KI' marmenT mMor
OprT OTHECEH K rpyie Huskol B (meree 40%0), Toraa
kak Ha MOMeHT popmuposanus ABO — OB yxe coot-
BETCTBOBaAA KaTeropuu npomMexyroanon @B (40-49%).
MBI BHOBb OLICHUAH CBA3b HAIIIEIO OCHOBHOI'O CTPATH-
purmpyrOIIIEero MpU3Haka ¢ PUCKOM CMEPTH M YaCTO-
toit ancyukiun ABD, ocraBuB B aHAAH3E TOABKO
narueHToB, y kotoperx Oxo-KI' Opraa BeimoaneHa
B cpokn 7 AHe# ot MmomenTa opmuposanua ABD.
B urore, B sTOT AOIIOAHUTEADBHBII aHAAU3 BKAIOYEH 361
(37,5% ot 9602) marment. Kax caeayer us Tadbamir S5
u SO, H3MEHUAUCH PerpecCHOHHBIE K03 PUIIUEHTE,
HO HE IPHHIIUITHAABHBIA BBIBOA: cHIkenHasd OB sma-
IIMO HE CBA3aHA C PUCKOM CMEPTHU IIOCAE KOPPEKIINI
Ha KOMOPOUAHBIH (DOH, IIOA U BO3PACT, HO 3HAYUMO
yBeAmdnBaeT puck Aucynkimn ABD.

Brenaanosoe Hawaso I'A — usBectunit daxrop
pucka eMeptu [27-29]. Mbl He TMeAN BO3MOKHOCTH Pe-
TPOCIEKTHBHO AOCTOBEPHO YCTAHOBUTDH (DAKT YPEMUH,
TUIICPIUAPATALIIH, THIIEPKAAMEMAN AU MHBIX IIOKA-
3aHUI K 9KCTpeHHOMY/ cpounomy HadaAy [A. B to xe
BpeMs, HaM ObIA H3BeCTeH (DAKT TOrO, ITO HA MOMECHT
dopmuposanus AB® y manmenTa OBA yCTAHOBACH
[IBK (c mocaeayrortieit kousepceueii Aooctyra Ha ABO).
Mer onenuau cBssp rpymisl 1o OB ¢ puckoM cmeptn
c yaetom Hadara I'A ¢ mcmoapsoannem LIBK, wro pac-
CMATPUBAAOCH KAK KOCBCHHBII IIPH3HAK BHCIIAAHOBOIO
nadasa IA. Beero ma moment popmuposanns ABD
LIBK 6era yeranosaen y 177 manmerntos (18,4% ot 962).

Kak caeayer u3 TaOAHIBL S7, BEIBOABL IIPUHIIH-
IIMAABHO HE M3MEHHAUCH: cHIkeHHad OB smaunmo
HE CBSI3aHA C PHCKOM CMEPTH IIOCAC IOIPABKU HA KO-
MOpOHAHBINA (HOH, oA U Bospact. [To Hamemy MHe-
HHFO, 3TO BIIOAHE O;KHAAEMBII PE3YABTAT C YUETOM TOTO,
YTO MBI HE BKAIOYAAU ITAITHCHTOB, YMEPIIUX B TCUCHUE
IIEPBBIX TPEX MECAIIEB, 4 TAKAKE IIAIHECHTOB, Y KOTOPBIX
Tax 1 He OBIAA BBIIIOAHCHA YCIICIIHAS KOHBEPCHUSA CO-
cyaucroro poctyma ¢ LIBK #a AB®. Mubivu caoBamu,
BITOAHE BO3MOZKHO, YTO TE€ ITAIINEHTHI, KOTOPBIE HMEAT
CYILIECTBEHHO IIOBBIIIICHHBIN PHCK CMEPTH B CBA3H C OC-
AokaensiMu XDBI T, cTaBImmMu ITIOKA3aHUAME AAS BHE-
IIAAHOBOTO Hadaaa ['A, IOIpoOCTy He IOMAAH B HAIITY
BBIOOPKY (MAM AOASl IX OKA32AACh HECYIIECTBEHHOM).
B to e Bpems, 5TO He IPOTHBOPEUUAO OCHOBHOI
(E3 ABYX) LIEAU HCCACAOBAHUSA — OLICHHUTD CBA3b CHU-
xernoit OB ¢ puckom cvepTn y manuenToB ¢ HyHK-
rmonupyromieiit ABD.

®akr Toro, uro XCH 1 Bo3pacT yquThIBAIOTCA IPU
pacuere HHAEKCA KOMOPOHAHOCTH apABCOH MOKET

OpMI’MHOﬂbeIe CTaTbU

IIOPOAUTH IIPOOAEMY MYABTHKOAAMHEAPHOCTH B MHO-
roaKTOPHBIX PErPECCHOHHBIX MOACAAX. VI AelicTBH-
TEABHO, IIPH OLICHKE KOPPCAALIHOHHOI CBA3K MCHKAY
BO3PACTOM H HHAEKCOM KOMOpOmAHOCTH YapAbCOH
OKIAAEMO OBIAO BBIABACHA 3HAYMMA ITOAOKUTEABHAS
ceasp: Tay Kenaaaa 0,355 [0,318; 0,392], p<0,0001, r
[upcona 0,507 [0,459; 0,553], p<0,0001, uro moxer
BBI3BIBATH OOCCIIOKOCHHOCTD. BMecTe ¢ Tem, mpu Aua-
THOCTHUKE HH B OAHOI M3 MOAEAEIH HE OBIAO BBIfAB-
AEHO BBIPAKEHHON MYABTHKOAAMHEAPHOCTH (BO BCEX
cAygasx pakTop HHMAAINNT AUCIEPCHH OBIA MEHEE
2,9 m 2,2 B cAydae KOPPEKITHH Ha KOAUYECTBO CTETIeHEMN
cBOOOABI — «generalized variance inflation factor), uro
CBHACTEABCTBYET O COCTOATEABHOCTH BBIBOAOB B AAHHOM
KoHTeKcTe. ['AaBHBIM 00pa3oM, 5TO MOKHO OOBACHHUTH
TeM (DAKTOM, YTO MYABTHKOAAUHEAPHOCTD IIOPOKAACT
HE KOPPEAHMPOBAHHOCTH IIPEAHKTOPOB CaMa 110 cee,
4 (IEPEKPBITUEY, KHAAOKCHUEY AUCIIEPCHI («variance
ovetlap») pu onenke cBsAsu ¢ mcxoaoM. [Ipu sTom
KOPPEAAIINN MCXOAHBIX AAHHBIX HCKaKAIOTCA (PUK-
cupoBanueMu 9 dexramu. Brrspannoe HeOOAbIION
MYABTUKOAAHMHEAPHOCTHIO YBEAHUEHIE CTAHAAPTHBIX
OIITHOOK PErpPeCCHOHHBIX KO3(DMHUIIMEHTOB 1 COOTBET-
CTBYIOIIIEE PACIIIPEHNE IPAHUI] AOBEPHTEABHBIX HHTCP-
BAAOB HE ITOMEIIIAAO ODHAPY/KHUTH 3HAYUMOE BAUAHIIE
camxennd OB ma gacrory ancdyuximit ABD, aro cBu-
AETEABCTBYET O CYIIECTBEHHO DOABIIEM pasmepe ad-
exra, yem Bamsue OB Ha puck emepru n/uan CCHA
(T.K. C 9THMH KOHEYHBIMU TOYKAMU HE OBIAO OOHApY-
*KEHO 3HAYNMOH CBA3H).

Bospacr, kak Omoaormaeckas AeTepMUHAHTA, OLIpe-
ACAIET BBIKIBAEMOCTD B AOATOCPOYHOI IIEPCIICKTHUBE,
a IIepUOA HADAFOACHHA B HAIIIEM HCCACAOBAHUHU OBIA
OrpaHHYCH IATHIO roaamu. Kpome aroro, mpu pacdere
KOAHYECTBA DAAAOB II0 ITIKaAe KoMOopOHAHOCTH YapAs-
COH y4HTHIBACTCA KadecTBeHHBIHN cTaTyc «XCHy, 2 BO3-
PACT — KaKk OPAMHAABHBIN ITOKA3aTeAD. MBI 7K€ BKAIOYAAT
B MoAeAn OB — kak OpAMHAABHBIIN ITOKA32TEAD, 2 BO3-
PACT — KAK KOAHYECTBEHHBIH. DTO ITO3BOAAET COXPAHUTD
nHMOPMAIIHIIO, HEU30EKHO YIPAIUBAEMYIO IIPH IIepe-
x0A€ K DoAce «rpyOOM» IIKAAC H3MEPCHUS.

OGcyxaeHue

MEI yCAOBHO OIIPEACAHMAN CBOM PE3YABTATHI KaK
CPEAHECPOUYHBIE C MEAHAHOM Cpoka HaOAFOACHUA
2-3 ropa (cm. TabAmiy 1) 1 He BKAIOYAAN HAIIHECHTOB,
HE AOCTHUITIINX BPEMEHHOIN OTMETKH B TPH MECALIA ITOCAE
dopmuposarus ABD.

B marrreit BEIOOpKe OBIAH KAK ITAIIUEHTHL, § KOTOPHIX
dopmuposarre ABP Gerao BermoaneHo A0 Hagaa LA,
TAK 1 IAIHeHTeL, y KoTopeix AB® 6r1aa copmmposana
nosanee. Meanana Bpemenu ot dpopmupopanns AB®
Ao Hauasa I'A cocrasuaa 1,5 [Q1; Q3 -1,75, 3,75] mecs-
1es, oT -4 A0 6 (OTpHIIATEABHBIEC 3HAYEHUA O3HAYAIOT,
uro I'A 6e1A Hauat Ao epsoro popmuposanms ABD).
[Tpu sTOM CpOKOM HadaAra HAOAIOACHHSA (BPEMEHHOM
«roukoii O») 6b1A Aeab popmuposanma AB®, a ne na-
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gan0o [A, T.K. IMEHHO B 3TOT MOMEHT IIAIIMEHTHI Ha-
YHHAAN TOABEPraThCA (HAKTOPY PHCKA, ITOTEHIIHAABHO
ACCOLMHMPOBAHHOIO C AHAAUZUPYEMBIMU HCXOAAMH (KO-
HEYHBIMH TOYKAMH).

Puck cmepTn HanboAee BEICOK B TEUEHHE IIEPBBIX
3-4 mecares oT MOMeHTA HadaAa LA, 9T0 moATBepiKkAa-
eTcsl KPYITHBIME HCCACAOBAHUAMU KAOKOBUAHOID 3PHI
[30, 31] (B yxa3aHHBIX MCTOYHHKAX OLIEHUBAACA PHUCK
cmepru B repseie 120 ameit). [Ipu aTom, 1o Harremy
MHEHHIO, BO3PACTAHNE ITOTO PUCKA OOYCAOBAEHO (hak-
TOPAMU, HE CBASAHHBIME C OCHOBHBIM (DAKTOPOM PHCKA
B HaIreM nccaeAoBannn — Haangunem ABD. Kpome
a1oro, KpoBoTok 110 AB®, kak mpaBnao, yseAnanBaercsa
HE CTOAB CTPEMHTEABHO, 9TOOBI AOCTHYD KAPAHOTOK-
CHYCCKUX 3HAYCHUN Aake v marumentos ¢ XCH. Aaxke
K 6 HeAeAsIM 1TocAe (POPMUPOBAHHA OOBEMHAA CKOPOCTH
KPOBOTOKA OoAee 1 A/MUH. AOCTHIAETCS IIPHUMEPHO
y 17-18% marumenTos ¢ caygae «AucTaAbHOIY ABO
(HanboAee 9acTOro cAydas npu POPMHPOBAHUH IIEp-
srraaoi AB®) un mpumepro y 50% marmenToB B caygae
«pokcumMasbHOy AB® (pu ycAoBHH, 9TO HAITHEHT
oyaer xus, a ABD Oyaer dyukrmonuposars) [32]. [1pu
a1OM, 4TOOBI AaHHYF0 AB® MO#%HO OBIAO YOEANTEABHO
CUUTATh KAPAMOTOKCHYHOMN, AASl AOCTHKEHUS OTHOIIIE-
HHUA 00beMHOM ckopocTH KpoBoTOKa 110 AB® Kk Mu-
HyTHOMY 00beMy kposooOpamenus 30% [33] myxHo,
YTOOBI MHHYTHBIN 0OBEM KPOBOOOPAIIEHNA COCTABHA
meree 3,4 A/muH. BepositTHOCTS cogeTanms Bcex AAHHBIX
YCAOBHUIT IIPEACTABAAECTCA HAM HUYITOKHO MAAOH.

AaApHIIT BpEMEHHO ITOPOT B HAIIIEM HCCAEAOBA-
HUU OBIA OTPAHUYCH IIATBIO rOAaMH. Bo-mepBerx, mo-
TOMY, 9TO B HAIIleH BEIDOPKE OBIAO MAAO IIAIIMEHTOB
¢ OOABIITHMHU CPOKAMHU HAOAFOAEHHSA, 4 BO-BTOPHIX,
K 9TOMY BPEMEHU MHOTHC ITAIIHCHTHI Y/KE HMEIOT Xa-
paKTEpHBIE OCAOKHEHUSA, B OOABIIIEI MEPE OITPEACASIO-
ITIHE CYABOY IAIIIEHTA, YeM H3y9IaeMble HAMH (DAKTOPEI
prcKa (BIrpodem, 5T0 CYOBEKTHBHOE MHEHIHE, KOTOPOE
MBI HE MOKEM ITOATBEPAHTD).

C 1epBOro B3rafgAd MOMKET IIOKA3ATHCS, YTO MBI IIO-
AYYHAH IAPAAOKCAABHBIE PE3YABTATHI y HAIINECHTOB
c muskoit OB (memee 40%!) puck cmepTn BospacTaer
nesHauuMo. OOpaTHM BHUMAHHE YU TATEACH Ha TO, YTO,
HAIIPUMEp, PE3YABTATHL, IPEACTABACHHBIE B TAOAHMIIE 2,
HEAB3Sl HHTEPIIPETUPOBATH KAK KAAA CYOBEKTA, CAYIANHO
M3BACYEHHOTO U3 IONYAAIUH ITAIIMEHTOB, HAYNHAO-
mux nporpammueri LA, ®B meree 40% e oxassBaet
3HAYNMOTO BAUAHUA HA PHCK CMEPTH OT BCEX IIPUYMEN.
DTH PE3YABTATHl MOKHO HHTEPIPETUPOBATH TOABKO
B KOHTEKCTE HAITIETO NCCACAOBAHNSA, IIEABIO KOTOPOTO
OBIAO m3ydeHHe CBA3CH (XOUeTCA HAACATHCA — IIPU-
YHHHO-CACACTBEHHBIX) MEKAY (PaKTOpaMU PHCKA U HC-
XOAAMH, 4 He THAUBUAYAABHBIN IIPOTHO3. AAf TIPOBEPKI
BBIABHHYTBIX THIIOTE3 MBI C(DOPMHIPOBAAK BECHMA CITEII-
nuUecKyIo BHIOOPKY, KOTOPAS 3HAYHMTEABHO OTAMYA-
eTcsl OT TEHEPAABHOM COBOKYITHOCTH, HO TEM HE MEHEE,
II03BOAMAQ AOCTHYb IIEAU, AQB BO3MOKHOCTD KOHTPOAH-
pOBATh BAHAHIEC HAMOOACE 3HAYIMBIX KOBAPUAT U KOH-

aysaepoB.
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OO0parure Bunmanue, ato HR cmepru or Beex mpu-
uuH cocTaBadeT 2,182, a AOBepHUTEABHBIH HHTEPBAA
mepecekaeT eAnHuIy (tadbaunma 2, moaeas 2, HR aas
nuskoit ®B). Brioane BeposATHO, 4TO B ACHCTBHTEAD-
HocTn Huskad OB 3HAUNTEABHO yBeAMUMBAET PHCK
cMepTH (O YeM CBUACTEABCTBYIOT PE3YABTATHL IIOXOMKETO
nccaeAoBaHuA [1], oTAmYME COCTOHUT B TOM, YTO B MO-
ACAB HE BKAIOYAAACH OLICHKA I10 IIIKAAC KOMOPOUAHOCTH
YapAbcoH), HO B HAIIIEH MOAGAN HE XBATHAO MOIIHOCTH
HCCAEAOBAHUSA AAS TOTO, YTOOBI OOHAPYAUTDH 3 deKT
TAKOro pasMepa. Bmecre ¢ Tem, Ha TOM K€ ypOBHE MOIII-
HOCTI HCCAEAOBAHIA KOMOPOHAHBIIA (POH OBIA 3HAIIMO
COIPIKCH CO 3HAYUTEABHBIM YXYALICHIEM IIPOTHO32
HAIUEHTOB IpU (DUKCUPOBAHHBIX 3HAYCHHAX APYTHX
(hakTOPOB B MOAEAH, UTO TTO3BOAAET CAEAATH KOCBEH-
HEII BEIBOA O OOACE 3HAYUTEABHOM paszMmepe adpdexra
atoro rakropa 1o cpasaennio ¢ OB (co smaunreapHOI
pasuureli HrokHel rpanuisl 95% AN ¢ eanHnrert).

Cama 110 cebe KOAHYECTBEHHASA OLICHKA OTHOCHTEAD-
HOT'O PHCKA HEKEAATEABHBIX HCXOAOB (9KCITOHEHTHI Pe-
I'PECCHOHHBIX KO9(D(UIIIEHTOB) IIPEACTABAAAL AASL HAC
MAaAO HHTEpeca. SHAYHTEABHO BaKHEE HAM IIPEACTABAA-
eTcsl KAYECTBEHHBIN BBIBOA O TOM, YTO KOMOPOHAHBIH
dou sABASETCA 3HAYUTEABHO DOACE BAXKHBIM (DAKTOPOM
PHICKa, OIIPEACAAIONINM CYABOY IIAIINEHTA Ha CTapTe
I'A, gvem ®B. Kpome aroro, taxke 0OpaTuM BHIMAHIE
YHTATEAA HA TO, YTO MOIIMHOCTU HCCACAOBAHHSA OBIAO
AOCTATOYHO, 9TO CACAATH BBIBOA O TOM, cHImKeHne OB
(rpymmsr n®OB 1 #OB) conpsuxeno co 3HAYHTEABHBIM
yBeAmdeHnnem pucka Aucynknna ABO.

Taxum 0O6pasoM, pe3yABTATEL IIPEACTABACHHEIC B Ta-
OAnrax 2 u 5, HY/KHO HHTEPIIPETHPOBATH CACAYIOIIAM
00pa3soM: «AAfl CYOBEKTA, CAYIAHHO HM3BACIEHHOIO
U3 IOIYAALIUHI IANUEHTOB, HAYNHAIOIIHX IIPOIPAMM-
ueiit IA ¢ dyuknnonnpyromieit ABD, @B nmeer cy-
IIIECTBCHHO MCHBIIYIO CBA3b C PHCKOM CMEPTH, YeM
KoMOpOuAHBIN (oH, pu s10M cHmKeHue PB co-
IPAKEHO € yBeAmueHneM prcka aucynxrnnn ABO».
Taxxe IIOAYEPKHEM, YTO AAHHBIN BBIBOA CIIPABCAAHB
AAfl TIAITHEHTOB, He TMOABeprimmxcs kousepcenn 31T
Ha [TA mam TTI n — KoHBepcHHE COCYAMCTOIO AOCTYIIA
na [IBK. A kak caeayer u3s tabamimr S3, crpykrypa
IPUYHH BBIOBITUA U3-IIOA HAOAFOACHHA Y HAIIUEHTOB
YeTBIPEX IPYIIL 3HAYUTECABHO PA3AHYAAACDH (YTO Kade-
CTBEHHO HE MEHSET BBIBOA — CM. Tabamtty S3). Prcyrox
S3 aaer Doace aACKBATHOE IIPEACTABACHHE O TOM, KaK
BEPOATHOCTH LICH3YPUPOBAHIA PA3BOPAYUBACTCA BO BPE-
menn. K 42-M mecsimam oA HaDAIOACHHEM HE OCTAAOChH
HHU OAHOrO marueHnTa ¢ Huskor OB, omnu BbIOBIAT U3-
IOA HAOAFOACHHMSA IIPUMEPHO B PABHBIX AOASX IO ITPH-
ypre cMepty, kousepeun 31T ma [TA nan kousepcun
aocryma za LIBK. Takum 0O6pa3om, 10 HalIuM AQHHEIX,
AaKe ecAn maruenT ¢ Huskoi PB mpoxuser 6oaee
TPEX € IOAOBHHOH ACT, OH IIEPECTAHET IIOABEPIaThCs
PHCKAM HEKEAATEABHBIX COOBITHIA, CBA3aHHBIX ¢ ABD,
U HAYHET IIOABEPIaThCA YKe NHBIM pruckam. [Ipu atowm,
AAABHEHIITAS CYABOA ITAIIMEHTOB OCTAAACH 3a PAMKAMU
Harrero nccaepoanns. Ha towm e cpoxke, narrpumep,



Dpakups BHIOPOCA N1EBOTO XeNyA0UKA: CBA3b C PUCKOM CMEPTH M YACTOTOM AUCHYHKLMM APTEPUOBEHOIHON GUCTYIIbI...

ToABKO ~40% marrenTtos ¢ mpomexyrognon OB, =30%
marenToB ¢ coxpanenHoi OB u =20% marmenTos 6e3
XCH BBIOBIAE H3 HCCACAOBAHUS IT0 PASAUIHBIM IIPU-
YHHAM, IIPH 5TOM CTPYKTypa IIPUYNH BBIOBITHA 3HAUH-
TEABHO OTAHYAETCH OT IanueHToB ¢ Hu3kon OB.

Or Teoperndeckux pasMbIITACHIH IIEPEHAEM K KAU-
miraeckoii pyrune. Koraa nepea zedppororom okassisa-
erca nanueT ¢ Huskoi OB u paccmarpusaerca Borpoc
o BoamozkaOCTH (hopmuposarua AB®, 1o Harmemy mue-
HIHO, CACAYET BO3AEPIKATHCA OT HCIIOAB3OBAHIS YETKOTO
1 0e3aIEeAAIIINOHHOTO AOMUHUPYIOIIETO IPUHITHIIA
«popmuposarne ABD y manuenrtos ¢ muskoit PB
IIPOTHBOIIOKA3aHO» U PACCMATPHBATD ITY IIPOOAEMY
B KOHTEKCTE KOHKYPUPYIOIIUX PUCKOB U BO3MOMKHOCTH
BIOOpa HHBIX MoAaabHOCTEH 3ITT. Takoii marment,
BEPOATHEE BCEIO, B AIOOOM CAy4Yae OYACT HMETh IIAO-
XOU IIPOTHO3 IIPH AFOOOM THIIE COCYAUCTOIO AOCTYIIA
nan moaassrocTr 3I1T. D10 BO3Bparmaer HaC K, ITO-
KAAYH, HAHOOAEE PA3YMHBIM, «MyABTHAUCIIUIIAMHAPHO
B3BEIIIEHHBIM» KAMHUYIECKIM PEKOMEHAAIIUAM 10 CO-
cyaucromy soctyiry Aaf A [34], rae HHAUBHIAYAABHBII
nporuos (1.H. «life plany) AAfl Ka7KAOTO KOHKPETHOTO
IAIIFEHTA ABAACTCA TAABHBIM IIPUHIIAIIOM IIPU Perrie-
HHH BOIIPOCA O BBIOOPE COCYAUCTOTO AOCTYIIA.

AasaiitTe IpeACTaBUM ceOe ABYX OUEHD ITOXOKHX
manueHTos ¢ Huskoil @B, koTopsle MAAaHOBO HAYHYT
'A B TedeHme ABYX-TPEX MECALIEB, IPU 9TOM ¥ OAHOTO —
oyaer ccopmuposara AB®D, a Bropomy — Herrocpea-
cTBeHHO IepeA HadaaoMm A OyaeT nmmaaHTHpPOBAH
[IBK. Brioane BepoATHO, 9TO 004 IMarnuenTa IponAyT
gepes onpeaesennoe koangectso CCHS, oano us xo-
TOPBIX CTAHET (PATAABHBIM U CMEPTH HACTYIIHT B TEUE-
HHE OTHOCHTEABHO HEOOABIIIOTO ITEPHOAA.

B pesyaprare dpopmuposanus ABD, Bo-1epBsIx,
HAIMEHT MOKET 1mosxke Hadate I'A (aToT denomen
XOPOLIO H3BECTCH U IOATBEPIKACH HE TOABKO OTACAB-
HBIMHU UCCACAOBAHHAMH B Pa3HBIX ONyAfAnuax [35-37],
HO ¥ MeTaaHaAu3oM [38]) u, COOTBETCTBEHHO, I103KE
HAYATH IIOABEPIaThCA PUCKY HOBBIX OCAOKHEHHI. Bo-
BTOPBIX, KK MBI IIOKa3aAN BBIIIE (PUCYHOK S3 m onu-
CAHHE B TEKCTE), TAKOW ITAIIMEHT NMEET 3HAYHTEABHO
GOABIIIYIO BEPOATHOCTD OBITH ITEPEBEACHHBIM Ha APYIYIO
MoaaAbHOCT 3ITT man ¢ AB® ma LIBK. Bmecre ¢ Tem,
9TO MOKET AATH HAIIHEHTY OOABIIYIO AOAIO BPEMEHH,
KOTAQ OH OyAet mmoAy4aTs I'A ¢ ncroassoBannem AB®,
a e LIBK, 1 mompocty He AOKNTH Ha KaTeTep-aCCOLIN-
HPOBAHHBIX OCAOKHEHHUH (Kak 1 A0 oTpedHOCTH B ['A
BooOme). byaer an usup manumenta mHa [IBK mpo-
AOAKHUTEABHEE U AYYIIIE IO KAYECTBY, YEM y IALICHTA
na AB®? [Toka orBera Ha 3TOT BOIIPOC HET, KAaK HET
1 yOCAUTEABHBIX, ODOCHOBAHHBIX IIPUYHUH OTKA3bIBATH
manuentam ¢ Huskoii ®B B AB®. Aas Toro, wro0sr oA-
HO3HAYHO OTBETUTH HA BOIIPOC, obecneunBaet Axr [IBK
AYHIIIVIO BEZKABAEMOCTS 110 CpaBHEHUIO ¢ AB®, HyxHO
HAIIPAMYIO CPABHUTB PE3YABTATHI, K MBI IIAAHIPYEM I10-
AOOHEBIIT aHAAM3, HO HA AAHHBII MOMEHT OOABIIIE AO-
Ka3aTeAbCTB B IIOAB3Y mpenmymiectsa AB®. [Tpuban-
3UTEABHO TO K€ CAMOE MOKHO CKa3aTh U O IAITHEHTAX,
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KoTOpbIie HauaAn ['A BHEITAAHOBO € HCIOAB3OBAHUEM
LIBK.

C ygeTom ITOKa3aHHOTO HaMH, DOAEE BEPHOM MOKET
ObITE (POPMYANPOBKA HE «803MoscHo AE (POPMUPOBA-
nue ABO», a «yesecoofpasio aun bopmuposarme ABD»
B KOHTEKCTE TOTO, uTo Hu3kas OB asaserca daxropom
pucka ancdyuknun ABO (1, BrioAHe BEpOATHO, ITOAHOI
YTPATE BO3MOKHOCTH C(OOPMHPOBATH AOCTYII C HCIIOAB-
30BAHMEM HATUBHBIX COCYAOB). Ecau BBIOOP B IIOAB3Y
ITA HeBO3MO:KEH, BAZKHO OTBETUTH Ha BOIIPOCH — O0€-
crieunt An BEIOOP LIBK 66 ABITIyIO 1IpOAOAKITEABHOCTH
KH3HI, 4eM B cAy4ae (popmuposarnsa ABD; Bosmo:xma
An uvuAagTanuda LHIBK B cocyasl rpyaHO# kaeTkn
B ITPUHIIHIIC; AOCTYIIHEI AF B PETHOHE (HAH KOHKPETHOM
LIEHTPE) SHAOBACKYAAPHBIE BMEIIATEABCTBA; BO3MOKHO
AM ODECITEUNTD PEIYAAPHYIO OIEHKY OOBEMHOM CKO-
pocru kposoToka 110 AB® u cocrosiHuA cepAIa u T.A.

Kpowme sroro me crout 3a0BIBATE, UTO, BEPOATHO,
Y HEKOTOPBIX IAITMEHTOB NCIIOAB30BAHIE CHHTETHYE-
CKOTO COCYAMCTOTO IIPOTE3A Moscer 6171 METOAOM BBI-
Oopa, IIOCKOABKY y MarueHToB ¢ Huskon OB, ¢ oanoi
CTOPOHEL, OH B DOAEE PAHHIE CPOKU MOKET OOECIIEINTH
IIpUEMAEMEBIE AAfA TTpoBeAennd I'A kpoBoTOK (110 11pH-
YIHE NCIOAB30BAHHA OOAEE KPYITHBIX COCYAOB), 4 C APY-
oMl CTOPOHBI — IO OOBEKTHBHBIM ITPHYIHAM MEHBIIIE
IIOABEP/KEH 3HAYUTEABHOMY YBEAHYECHHIO 9TOIO KPOBO-
TOKA B OTAAACHHOM ITEPHOAE (UTO, 803MO2CHO, ACAAET €TO
AOCTYIIOM BBHIOOPA B CAYHIae HEOOXOAUMOCTH (DOPMUPO-
BaHHA «IpOKcHMaAbHOI AB®). MenpInme rmokazareAn
IIPOXOAMMOCTH («patency rates») IpOTEe30B 110 CpaBHe-
Huro ¢ AB® MoryT mmMeTh BTOpOCTEIIEHHOE 3HAYEHNE,
IIOCKOABKY 9TH ITAITHECHTHI HMEIOT HE CTOAb DOABIIIYIO
IIPOTHO3UPYEMYEO IPOAOAKNTEABHOCTD KU3HH, YTOOBI
IIPEUMYIIECTBA HCITOAb30BanuA HaTuBHONH AB® 1po-
ABUAM €O B IIOAHOH Mepe. DTOT BOIIPOC HYKAAETCA
B AAABHEHIIIEM H3YYECHUH.

OrpaHudeHHsA NCCACAOBAHUA

[Tpm Bcex OYEBMAHBIX OIPAHMYCHUAX, TAKHX KAK
TPAAUIIHOHHAA YCAOBHOCTD OIIEHKH KOMOPOHAHOIO
dona u OB (umeercs B BHAY HEITOCTOAHCTBO 9TOTO IIO-
KA3aTeAd BO BDEMEHU U OTHOCHTEABHO ITOCPEACTBEHHASA
CXOAMMOCTD C HHBIMH METOAAMH OIIEHKH CHCTOAMYE-
cxoit dynxrn AZK [39]), a Takixe perpoCIeKTUBHBIT
XapaKTep MCCAEAOBAHHUA, MBI IOAPOOHO OCTAHOBUMCA
Ha TeX, KOTOPBIE MOTYT OBITh HE CTOABKO OUEBHAHBL.

Harrre pasaeaerre Ha rpyIisr OBIAO BECbMa YCAOBHO,
T.K. MBI HE 00A2AAAH BCCH HEOOXOAUMOMN HH(MOpMAIIHe
o TaKeCcTH KamHudeckux rnpoasaenni XCH, a Takxe
O TOM, KAKOH CIEIIMAANCT ¥ HA OCHOBAHUH KAKHX IIPHH-
IIIT0B (PUKCHPOBAA 3TOT AHATHO3 B MEAUIIMHCKOM AOKY-
MEHTAIIH. DTO HE IIO3BOAAET AAEKBATHO CYAUTH OO HC-
THHHOH pacripocTpaerHocTd XCH cpean marenTos,
HavpHAOMUX Iporpammusiit IA. Mer mornmaan 910
HE KaK KOHKPETHYIO HO30AOTHIO HAH CHHAPOM, 2 CKOpee
KaK 00OOITAFOIINI CTATYC, KOCBEHHO OTPAKAOIINIT CO-
CTOSIHHE CEPAIIA M ITOTEHIIMAABHO ACCOIIMUPOBAHHEII
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¢ OOABIIIEI BEPOATHOCTHIO HAAMYHSA TEX HAU HHBIX CO-
CTOSIHHIA, KOTOPBIE MOTYT OBITH CBA3AHEI C H3yYAEMBIMI
ncxopamu. Taxnum 06pazom, OBIAE 000COOAEHBI TPYIIITEL
«®By (OB 250% u ecth hopMarbHBIE yKA3AHUA HA Ha-
amane XCH) u «Her XCH» (PB =250% n net dpopmans-
HBIX ykasaHuil Ha Haamane XCH). Aauubiil npuHmmn
cTpaTHUKAIINN, BEPOATHO, KAMHUYIECKH HE 3HAYNM,
IIOCKOABKY HH B OAHOM M3 ITOCTPOECHHBEIX MOAEAEH
(B TOM 4ncAe B OAHO(AKTOPHBIX) HE OBIAO 3HAYMMBIX
pasAMYHIT MEKAY 911 rpymami. Koraa mMer orHOCHAH
IIAITMECHTOB K OCTAABHBIM ABYM TPYIIIIAM, MBI OPHEHTH-
posaanch ToABKO Ha OB.

MpI He YUHTBIBAAN APYITE, TOTEHITHAABHO BAKHBIC
daxropsr — npuunnay XBI1, BerpakeHHOCTS MeTabO-
AMYCCKUX, BOACMUYCCKUX 1 MHBIX Hapr_ICHI/II/I u T.II.
Kpowme aToro, MbI He IPUHIMAAY BO BHIMAHIE APYTHE
noxasatean Dxo-KI', a Taxixe Hapymenns parma.

[To mepe camkerms @B Mpr HaOAIOAQAK 3aKOHOMEP-
HOE IIOCTEIEHHOE YXYAIIIEHHE KOMOPOAHHOTO (poHa.
Bmecre ¢ tem, kak BUAHO U3 TaOAMIB 1, yBeAmueHne
KOAHYECTBA DAAAOB 110 ITKaAe KOMOPOHAHOCTH YapAb-
COH OBIAO HE CTOAD APAMATHYHBIM, KAK MOKHO OKHAATD.
Broane BeposTHO, 9TO TAIKECTH KOMOPOHAHOrO (hOHA
y HALUEHTOB ¢ HU3KOI U rpomekyroanoil @B moraa
OBITH HEAOOIICHEHA, T.K. IIAIMEHTHI C coxpaneHHoi OB
n manmenTs 0e3 XCH 3paunTeApHO warie paccMaTpu-
BAANCDH B KAYCCTBE KAHAHMAATOB HAa TPAHCIIAAHTAITHIO
ITOYKH H, COOTBETCTBCHHO, OBIAK AYUIIE OOCACAOBAHEL
Tem He MeHee, 5TO HE IPOTUBOPEUUT HAIIUM BBIBO-
AQM: AQ7KE B 9TOM CUTYAIINH KOMOPOUAHBII (DOH — OANH
13 CAMBIX 3HAYUMBIX (PAKTOPOB, OIIPEACAAFOIINX BbI-
KHBAEMOCTD ITAIINEHTOB,

Koangectso manuenros ¢ Hnskoit @B cocrasnao
Bcero 14. Bo-mepBsix, HaM He BCTPETHAUCH PaOOTHL
C ITOXOKHM AHU3AHHOM C OOABIITHM KOAHYECTBOM TAKHX,
BECbMA PEAKHX ITAITMEHTOB, HAOAFOACHHEM ITOCAE (DOp-
mupoanus AB® B Tedenue mamn A€T, yIETOM HE TOABKO
CTATYCA @KHB/ yMEP», HO M AAHHBIMU O YaCTOTE SIIU30A0B
ancyukipm AB®, nprraunax kousepcun 31T u co-
CYAHCTOTO AOCTYII4, 4 TAK/KE AHAAH30M BBIKHBACMOCTH
C y9€TOM KOHKYPHPYIOIIHUX PHCKOB. Bo-BTOpHIX, COKpa-

Bknag, aBTOpOB:

A.B. 3ynskapraes, H.M. Qomusix, B.A. Crenaros

IIICHIE YUCACHHOCTH CYOBEKTOB, IKCIIPECCUPYIOIINX
OAHMH 13 YPOBHEH (haKTOpa PHCKA, MOKET IIPUBOAHTD
K YMEHBIIIEHUIO MOIIHOCTU MCCACAOBAHNSA, HO CAMO
110 ceOe He CTABUT ITOA COMHEHHE BBHIBOA O TOM, UTO
Banarne OB ma puck ancynknmun ABP cymecrserno
OOABIIIE, YEM HE BEKIBAEMOCTD IAITECHTOB, HAYMHAIO-
mmx IA, B cpeAHECPOYHOI IIEpPCIIEKTHBE.
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V manuenTos ¢ XbI1 5, madnnaronux Aederre mpo-
rpammubM I, camkenre @B accorrmposano ¢ ypeAn-
genneM prcka Aucdyukrmu ABD B GoabIieil Mepe, dem
¢ yseanuernem pucka cveptu n/uan CCHS B cpeane-
CPOYHOII IIepCIIEKTHBE. BepoaTHO, OAHIM M3 OCHOB-
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Pesrome

Bposxaennsie anomaanu nouek u moueBbiBoadmux myreii (CAKUT, Congenital Anomalies of Kidney
and Urinary Tract) ABAArOTCA 4aCTOM MPUIMHON PA3BUTHA XPOHUUECKOM GOAC3HH IIOYEK Y ACTEH U MOAO-
ABIX B3POCABIX. 3260A€BAHNA ITOTO CIIEKTPA HEPEAKO MMEIOT T€HETHUYECKYIO IIPHUPOAY M BCTPEUAFOTCA KAK
B BUAE M30AMPOBAHHBIX IIOPOKOB PA3BUTHUA, TAK U B CTPYKTYPE HACACACTBEHHBIX CHHAPOMOB. XapaKrep-
Hpivu uyeptamu CAKUT aBAAroTCA BBIpa)KEHHAA IT'€HETHYECKAA FeTEPOr€HHOCTD, HEIIOAHAA IIEHETPAHT-
HOCTh M BApHabeAbHOCTH (pEHOTHIIMYECKUX IIPOABACHHIA.
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OpHruHanbHble cTaTby lA. fnyc, EH. Cycnmusii, C.H. Anekcaxmta u coasr.

1]ess: OnipeA€AUTD YACTOTY M OXaPAKTEPU30BATH CTPYKTYPY HACACACTBEHHBIX FEHETUYECKUX Ae(DEKTOB
y xoroptsl poccuiickux 60ApHbIX CAKUT, mpocAeAMTS B3aUMOCBA3b T€HOTUIIA ¥ KAMHUYECKOM KaPTHHBI
3aboaeBaHMA.

Mamepuarvr u memodsr: manyeHTaM C XpOHIUECKOH 6oae3Hbro novyek Ha pone CAKUT (5 usoaupo-
BaHHBIX U 11 CHHAPOMAABHBIX CAyYa€B) IPOBEACHO KAMHUYECKOE CEKBEHUPOBAHUE 9K30Ma; IIPH aHAAU3E
Pe3yABTATOB IIEPBOOUYEPEAHOE BHIMAHIE YACAAAOCH IIONCKY PEAKIX BAPHAHTOB B I'€HAX, ACCOIMUPOBAHHBIX
c pazsutuem CAKUT (2=91), a Taxoke KUCTO3HBIX AMCIIAA3MI T0YeK / Hepponodusa (2=72).

Pesyarvmamor: BeposaTHAA IpUUNHA 3200A€BaHHUA yCTaHOBACHA Y 7 U3 16 GoabHBIX (44%0): 00HAPY>KEHBI
myraruu reanoB EYA L, PAX2, MAFB, KM12D, GATA3, TMEMG67. Bce cayuau, B KOTOPBIX ObIAU BHIABACHBI
IaTOreHHbIe / BEPOATHO IATOr€HHbIEC BAPUAHTBI, OTHOCHANCH K CHHAPOMaAbHBIM pasHoBuAHOCTAM CAKUT
(6paHXHOOTOPEHAABHBIN U KOAOOOMO-PEHAABHBII CHHAPOMBI, MyABTHIICHTPUYECKUN KAPIIOTAP3aAbHBIH
ocreoans, ciHApoMbI Kabyku n Bapakara, Hepponodtrs tuma 11). Eme y oaHOro nanuenra o0Hapy>keHbl
peaxue muccenc-papuantel BNC2, NOTCH2, KMT2D c Hen3BeCTHBIM KAMHHYECKHAM 3HAUECHHUEM. 34 UC-
KAIOUEHIEM ayTOCOMHO-periecCuBHOI0 HedpoHodrusa 11, Bce BEIABACHHBIE HACAGACTBEHHBIEC 3a00A€BAHUA
HMEAU ayTOCOMHO-AOMHMHAHTHBIN THII HACACAOBAHUs, IIpUYeM I10 MeHbIueil mepe B 3/6 (50%) cayuaes
MyTalUH BO3HUKAH de novo. Ar060IBbITHO, 4TO He(PPOHO(THS, IPOABUBIIHICA B AAHHOM CAYYa€ TUIIOAU-
CIIAA3HMEH II0YEK, IPOAEMOHCTPHPOBAA OTCYTCTBUE KUCTO3HBIX NU3MEHEHNA M KAMHHYECKH PACIIEHUBAACA
B kayecrBe CAKUT-cunapoma.

3axarwuenue: BEIABACHHE TEHETUUECKOW (MOHOTE€HHOM) IIPUPOABI 3a00A€BAHNA OTKPHIBAET BO3MOXK-
HOCTH AASl MEAMIKO-TEHETUYECKOTO0 KOHCYABTHPOBAHNUA CEMEN M yTOUHEHHA IIPOIHO32, 4 TAKXKE II03BOAAET
0o6paTHTh BHUMAHHE HA BO3MOJKHBIE KCTPAPEHAABHBIE IIPOABACHUA.

Abstract

Congenital Anomalies of Kidney and Urinary Tract (CAKUT) are a frequent cause of chronic kidney
disease in children and young adults. Anomalies of the CAKUT spectrum are often associated with
monogenic conditions and occur both as isolated malformations and in the structure of hereditary
syndromes. CAKUT is characterized by marked genetic heterogeneity, incomplete penetrance, and
variability of phenotypic manifestations.

Objective: to assess the spectrum of inherited genetic defects in a cohort of Russian CAKUT patients,
to trace genotype/phenotype cotrrelations.

Materials and methods: patients with CAKUT-related chronic kidney disease (5 isolated and 11 syndromal
cases) underwent clinical exome sequencing; when analyzing the results, priotity was given to the search
for rare variants in genes associated with the development of CAKUT (2=91), as well as cystic renal
dysplasia/nephronophthisis (z=72).

Results: Probable cause of the disease was identified in 7 of 16 patients (44%): EYA1, PAX2, MAFB,
KMT2D, GATA3, and TMEM67 mutations wete detected. All pathogenic/likely pathogenic variants
were identified in syndromal CAKUT varieties only (branchio-oto-renal and coloboma-renal syndromes,
multicentric carpotarsal osteolysis, Kabuki and Barakat syndromes, nephronophthisis type 11). One patient
was found to harbor rare missense BNC2, NOTCH2, and KMT2D variants of unknown clinical significance.
Except autosomal recessive nephronophthisis 11, all identified inherited diseases had an autosomal dominant
type of inheritance, with at least 3/6 (50%) of cases being caused by de novo mutations. Interestingly,
nephronophthisis, presenting as renal hypodysplasia, demonstrated the absence of cysts and was clinically
recognized as CAKUT syndrome.

Conclusion: identification of the genetic (monogenic) nature of the disease opens up opportunities for
medical and genetic counseling of families and clarification of prognosis, as well as allows timely detection
of the possible extrarenal manifestations.

Key words: CAKUT, Congenital Anomalies of Kidney and Urinary Tract, mutations, next-generation sequencing

Bseaenue

Bposkaernbie aHOMaAHH ITOYEK H MOYEBBIBOAAIIIIX
nyTeH, OOBEAMHACMBIE MEKAYHAPOAHBIM TEPMIHOM
CAKUT (Congenital Anomalies of Kidney and Urinary
Tract), ABASFOTCA PE3YABTATOM HAPYIIEHUA HOPMAAD-
HOTO SMOpHOTreHe3a U IIPUBOAAT K HEOAATOIIPHATHBIM
IIOCAEACTBHUAM B BHAC HAPYIIEHUA (DYHKIIUU ITOYEK.
NsBecrro, ato okoAro 50% xpoHudecknx 3a00AeBaHIIH
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HOYEK, MAHI(ECTHPYIOIINX B IIEPBBIE TPH ACCATUACTHA
xusHy, BosHukaroT Ha pore CAKUT [1]; B wacTHOCTH,
y AeTeil H IIOAPOCTKOB DOA€E IIOAOBHHBL CAYIAEB XPO-
HUYECKOH DOAE3HHU ITOYEK PAa3BUBAIOTCA BCAEACTBHE
BPOKACHHBIX aHOMAAHH [2].

[TockoAbky mporiecc pOpMUPOBAHUS ITOUEK U MO-
JIEBBIBOAAIINX IIyTEH B SMOPHOIeHe3e IPOAOAKACTCA
¢ 3 A0 36 HeAeAU recTaluy, 5TH OPIraHbl B TEYCHUE
IIPOAOAKHTEABHOTO BPEMEHH TIOABEP/KEHBI BAMAHIIO



MonexynsipHo-reHeTHYeCKas XOPAKTEPUCTUKA CEPUH CIIy4TEB BOOXAEHHbIX HOMANHHA novek 1 modesbiBogsuuyx nytei (CAKUT)...

PA3AMYHBIX BHEITHUX BO3AcHcTBHI. OIHCcaHa POAD
MATEPHHCKUX (HAKTOPOB (TATOAOTUYECKHE COCTOAHNS,
TAKHE KaK OKHPEHUE U CAXapHBII AHA0ET, 0COOEHHO-
CTH AMETHI — TUIIO- U TUIEPBUTAMUHO3 A, CHIKEHHOE
norpebaenne OAATOB; IIPHEM AEKAPCTBEHHBIX ITpe-
maparos, HarpumMep HHrHOHTOpoB AIIP 1 GAoKaTOpOB
penerrropos aHrnorensuna) [3]. B o e Bpems, oOBE-
IIICHHBINA PUCK BBIABACHHS IIOPOKOB PA3BUTHA IIOYCK
U MOYEBBIBOAAIIUX IIYTEH Y POACTBEHHHKOB ODOABHBIX
¢ CAKUT (Bercoxasn aoas cemeitanix dpopm CAKUT)
CBHUACTEABCTBYET O HAAUYHY BBIPA)KCHHOI ICHETHYC-
CKOH IIPEAPACIIOAOKEHHOCTH K pa3suThio 31ux BITP
[4; 5]. B macrosree Bpems ussectHO OGoAee 50 reHOB,
ACCOIMUPOBAHHBIX C Pa3BUTHEM H30AHPOBAHHBIX
CAKUT, u 150 reHOB CHHAPOMAABHBIX Pa3HOBUAHO-
crett BITP MO4YeBBIACAUTEAPHOI CHCTEMEL, IIPHYEM 110~
AaBASFOTIIEE OOABIIIMHCTBO 3THX HAXOAOK CACAAHO B Te-
YeHHE TOCACAHErO Accaruaerus [6]. He menee 6-15%
cayuaes CAKUT y Aeteit 00yCAOBAEHO MOHOTEHHBIMH
HIPUYNHAME; 912 AOAA 3aKOHOMEPHO BBIIIIE B IIOAIPYII-
I1aX HAIHEHTOB C IIOAO3PECHUEM HA CHHAPOMAABHYIO
IIATOAOTHIO, C OMAATEPAABHBIMI IIOPAKEHIAMI OPIAHOB
MOYEBBIACAUTEABHON CUCTEMBI, 4 TAKAE 1P HAAUYINI
CEMEIHOIO aHAMHE34a, OTATOIIECHHOTO B OTHOIICHIH
CAKUT [7; 8.

Coexrp denorunuueckux npossaeanit CAKUT
YPE3BBIYANHO IITHPOK, 4 TAKECTh BAPBHPYET OT OTHO-
CHTCABHO MHAOACHTHBIX, TAKHX KAK SKTOIIHSA IIOYCK,
AO ACTAABHBIX COCTOAHHUI (ABYXCTOPOHHSA arCHE3HA
HAU MYABTHKHCTO3HAA AMCIIAA3HA 1O4eK). MHOTHE
CAYYIaHl MOTYT OCTABATHCS HEAHMATHOCTHPOBAHHBIMIU
B TEUCHUE AAUTEABHOTO BPEMEHH, BITAOTH AO PA3BHTHA
SHAYUTECABHOIO HapyLHCHI/IH ITOYCYHDBIX q)yHKHHﬁ

Kpome H30AHpPOBAHHBIX HACACACTBEHHBIX ITOPA-
KEHHI IT0YEK HEPEAKO BCTPEUAIOTCA CHHAPOMAAD-
HEIC COCTOSHUS, TAK/KE HACACAYEMBIC B COOTBETCTBUAL
¢ sakoHamu MenAead. [lyTh K yCcTaHOBACHUIO AHA-
rHO3a HACAEACTBEHHOTO CHHAPOMA MOZKET OBITH
OYECHb AAHTCABHBIM, VIUTEIBAS HCKAIOYHTEABHYIO
PEAKOCTH MHOIHUX HO30AOrHYeckux opm. Buermo-
YEUHBIC IPOABACHUSA MOIYT UMETh CTEPTHIH XapaKTep
U pa3BUBATHCA C TedeHHeM Bpemenu. [lostomy, 3a-
YACTYIO AHATHO3 MOJKET OBITb HAACIKHO JCTAHOBACH
TOABKO OAArOAAPS MOACKYASPHO-TEHETHICCKOMY HC-
CACAOBAHHUIO C IIPHMEHEHUEM COBPEMEHHBIX METOAHUK
AHK-anaaunsa.

Aas pssa medppomarmii [9-12], B Tom dncae, 1 Hexo-
topeix pasaosuanocteit CAKUT [13], mpoaemoncrpu-
POBAHO CYIIIECTBOBAHME TAK HAa3HIBAEMOTO “ahekTa
OCHOBATEAM, T.€., IIPEUMYIIECTBEHHOIO PaCIPOCTPa-
HCHHSA OAHOH HAH HECKOABKHX MYTALIHI B IIPEACAAX
OAHOI 9THIYECKOH rpymmsl. HecmoTps Ha TO, 9TO KAR-
mmaeckue acekTel CAKUT axktuBHO 06CyKAQIOTCA OT-
edecTBeHHBIME Heppororamu [2; 14-16], mo-npexuemy
OTMEYACTCA HEAOCTATOK CBEACHHIT O 9ACTOTE U CIIEKTPE
MOAEKYAAPHO-TEHETUYECKUX HOBPEKACHUI y POCCHIA-
CKHX ITAIINEHTOB, 9TO U IIOCAYKHAO IIOBOAOM AAS IIPO-
BEACHUA AAHHOTO ITHAOTHOTO HCCAEAOBAHUSL

OpMI’MHOﬂbeIe CTATbU

Marepuasbl 1 METOABI

B nccaeposanne Boman 16 mamuentos ¢ CAKUT,
IIPOXOAUBINHUX ACYCHHUE B OTACACHHH AHMAAH32
Ne20 CI16 I'bV3 AI'MKLL BMT B mrepuoa ¢ despand
2022 po despaas 2023 roaa (Tada. 1). Amarros CAKUT
CTABHACA HA OCHOBAHHU ITOCTHATAABHOH YABTPACOHO-
rpacdpum.

10 6oapHbIX (63%) AOCTHIAH IIOYEUHON HEAOCTA-
tounoctr. CpeAHnii Bo3pact 60AbHBIX cocTaBuA 11 aer
(4 mec — 31 roa). Ha MmomenT moctymaeHus 5 marueHToB
Obram MAaArze 5 aer, 5 — B Bospacre 6-10 aer, emre
4 boapmbIX — B Bospacte 11-18 aer. Taxike B mccae-
AOBaHHE BOIIAH 2 B3pOCABIX marmenTa (21 u 31 roa),
HAYABIIUX IPOXOAHTH IIPOLEAYPY AMAAN3A B ACT-
cree. 5/16 (31%) cayuaes BITP moueBbIACANTEABHOM
CHCTEMBI HOCHAN H30AMPOBAHHBIH XapaKTeP, TOrAA KaK
y 11 maruernTos (69%) HADATOAAANICH TAKKE BHEITOYCY-
Hble mpoaBAcHuA. COrAACHO OIPOCY POAUTEACH, AQH-
HBIX B IIOAB3Y OAH3KOPOACTBEHHOTO OpaKa He ITOAYICHO
HH B OAHOH cembe. OT BCEX IAIIHEHTOB M HX POAHUTE-
A€i1/OIIEKYHOB OBIAO IIOAYYEHO COTAACHE HA YUACTHE
B uccaeposarni. AHK Beiaeasirach u3 armmdonuros rre-
pudEPUIECKOI KPOBH COAB-XAOPOMDOPMHBIM METOAOM.

Aaree TIPOBOAMAOCH TAPIETHOE BBICOKOIIPOHU3BO-
AUTEABHOE CEKBEHHPOBAHUE (KAUHHYECKOE CECKBCHI-
posanue sk3oma). [Toaroroska AHK-Oubamorek BbI-
nmoAHAAach ¢ nomornpio Habopa KAPA HyperPlus
(Roche) 110 IPOTOKOAY IIPOU3BOAUTEAS; CCACKTUBHOE
o0borarteHme 1o KOAUPYIOIIUM ITOCAEAOBATEABHOCTAM
U 9K30H-HHTPOHHBIM TPAHUIAM I€HOB IIPOBOAHAOCH
C ITOMOIIBIO HAOOpPa OMOTHHHUAMPOBAHHBIX 30HAOB
KAPA HyperCap Heredity Panel (Roche). Cexsenupo-
BaHue OBIAO BbITOAHEHO Ha mAaaTdopme NextSeq2000
(INlumina, CHIA) o 150 nuKAOB B KaiKAYIO CTOPOHY
co cpeaett rayounoit 116,5X (50,5X-198,5X) u acppek-
TUBHOCTBIO IIPOYTEHNUA [IEACBBIX IIOCACAOBATEABHOCTEI
95%. AAropu™ aHAATI3a BKAFOYAA BRIPABHIBAHHUE IIOAY-
4geHHBIX (DparMeHTOB (alighment) Ha 5TAAOHHBINA FEHOM
sepcunt GRCh37 (hgl9) ¢ ncrroap3oBanmenm mporpamm-
noro obecreverus BWA 0.7.12, maerrudukaruro Ba-
puanToB ¢ momornero uucrpymenta HaplotypeCaller
(GATK 3.3.0), dpuApTpaImio 110 Ka9ecTBy C IIOMOIIIBIO
nHCTpyMeHTOB beftools 1.2 i aHHOTAIIHIO BapUAHTOB
¢ ucrioapsosanuem SnpEff4.1.

B mpouecce anaAn3a AAHHBIX IIEPBOOYEPEAHON HH-
TEPEC IPEACTABASAN TCHbI, MyTAIINH KOTOPHIX ACCOLIH-
I/IpOBaHI)I C BpO)KACHHI)IMI/I HOpOKaMI/I ITOYCK 1 MOYECBBI-
Boadmnux nyreit: A2M, ACE, ACTB, AGT, AGTRI,
ATP7A, BMP4, CHD7, CHRM3, CISD2, COLA4AT,
CREBBP, DCHS1, DHCR7, EP300, ETEA, ETFB,
ETFDH, EYAT1, EAM58A4, FANCA, EANCB,
EANCD2, EANCE, EANCI, EANCL, FBNT, FGFS,
FGF20, FLNA, FMN1, FOXP1, FRAST, FREMT,
FREM?2, GATA3, GFRAT, GLI3, GPC3, GRIPT,
HNF1B, HOXA13, HPSEZ2, ITGAS, JAGT, JAM3,
KATe6B, KCTD1, KMT2D, IMX1B, .RIG2, .RP4,
MID1, MYCN, NOTCH?2, PAX2, PIGA, PIGN,
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PIGO, PIGT, PIGV, PKD1, PKD2, REN, RET,
ROBO2, RPS19, RPS24, SALLT, SALIA4, SETBPT,
SHH, SIX1, SIX2, SIX5, SNAP29, SOX17, SRCAP,
STRA6, TBX6, TEAP2A, TMEM67, TNXB, TP63,
UMOD, UPF3B, WFS1, WNT3, WNT5A, WT1,
ZIC3, a Takke KICTO3HBIMU AMCIIAA3UAMHI ITOYEK/ He-
dponodrusom: AHIT, ALGS, ALMST, ANKSG,
ARIL13B, B9D1, B9D2, BBIP1, BBS1, BBS2, BBS5,
BBS7, BBS9, BBS10, BBS12, C2CD3, C5orf42,
CC2D2A, CCDC28B, CEP41, CEPS3, CEP164,
CEP290, CSPP1, DDX59, DYNC2H1, EV'C2,
GLIS2, IFT27, IFT43, IFT80, IFT122, IFT140,
IFT172, INPPSE, INV'S, IQCB1, KIF7, KIF14,
LRP5, LZTFIL.1, MKKS, MKS1, NEKS, NPHP1,
NPHP3, NPHP4, PDE6D, PKD1, PKD2, PKHD1,
PRKCSH, RPGRIP1L, SDCCAGS, SEC63, TCTNT,
TCTN2, TCI'N3, TMEM67, TMEM7138, TMEM?216,
TMEMZ231, TMEMZ237, TRIM32, TTC21B, WDPCP,
WDR19, WDR34, WDR35, WDR60, XPNPEP3,
ZINF423.

Wureprnperarius KAUHIYECKOIO 3HAYCHUSA BAPHAH-
TOB IIPOBOAHAACH B COOTBETCTBUH C COBPEMEHHBIMU 32~
pyoexubsimu (ACMG) 1 oTedecTBEHHBIME PEKOMEHAA-
nuamu [17; 18]. ViomsanyTsie pyKOBOACTBA IIO3BOASIOT
OTHECTHU TOT HAU MHOM I'€HECTHYIECKII BAPHAHT K OAHOM

~9) CC

u3 5 Kareropuil: “maToreHHsbI, “BEPOATHO IATOICH-

HBIH”, “BAPUAHT C HEACHBIM KAMHITICCKIM 3HAYCHHEM

“BEpOATHO HEIATOICHHBIN ~ MAH “‘HerraTorenHsiir”. [1pu

5TOM IIPUHHMAIOTCS BO BHIMAHUE CACAYIOIIHE CBEAC-

HEIA:

— THII TCHETHYCCKOIO BAPHAHTA B OTHOIIICHIH BAUSHIIL
Ha KOAUPYEMBIH OEAOK (HOHCEHC-MyTAIUA, CABUT
PAMKH CYHTHIBAHIA, MECCEHC-MYTAIIA 1 T.A.);

— HAAMYHE SKCIICPHMEHTAABHBIX AAHHBIX O BAUAHHI
BapHaHTa Ha (DYHKIINIO reHa ((DYHKIIMOHAABHBIE IKC-
IIEPUMCHTBI, CBHACTCABCTBA BAHMAHISA Ha (DYHKIIHIO
OeAKa, TOAYICHHBIC 777 $ilico);

— SIHAEMHOAOTHYECKHE AAHHBIE: PEAKOCTD (OTCYT-
CTBHE) HAH, HAIIPOTHUB, BEICOKAA BCTPEIAEMOCTD Ba-
pHaHTA y 3A0POBBIX AHII, BRICOKASl YACTOTA ¥ DOAB-
HBIX (COTAACHO 0a3aM AAHHBIX U OHOMEAHIIIHCKOM
AHTEPATYPE);

— KOCBEHHBIE MOAEKYAAPHO-TEHETHYECKIE CBHACTEAD-
CTBa (HAIIPHMEP, AOKAAH3ALIUA BAPUAHTA B TOM JKE
KOAOHE, YTO U M3BECTHHII ITATOT€HHBIN BAPHAHT);

— YCTAHOBACHHAA CBfA3h C (DEHOTHIIOM (Cerperanus
BAPUAHTA C KAUHHYCCKUMU IIPOABACHIAME 3200A€-
BaHUA).

B cay4afx, AeMOHCTPHPYIOIINX HU3KOE COOTHO-
IIIEHIE AABTEPHATUBHBIX B Pe)EePEHCHBIX IIPOYTCHUIT
(mmmke 1:3) mpoBoAAACh BepU(DHUKAITHA BEIABACHHBIX
BAPHAHTOB C IIOMOIIBIO CEKBEHUPOBAHUSA IO METOAY
Cenrepa.

[Ipu aocTymHOCTH OOPA3LIOB KPOBU POACTBCHHIKOB
y HHUX IIPOBOAMACSH aHAAHS3 CTATYCA TEHETHYECKOTO Ba-
pranTa, BEIABACHHOTO y IIpobaHAa. B uacraocTn, B Tpex
caygax (KID2, KID13, KID21) mposeacHO ceKkBEHH-
posanne 1o Cenrepy AHK obomnx 3A0poBbix poamTe-
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Aelt, B oanoM caydae (KID17) — marepu manuenTsu
C IPU3HAKAMU TOTO 7K€ 3a00AEBAHUS; TAK/KE IIPOBEACHO
HICCAEAOBAHHE OOPA3IIOB 3AOPOBBIX POACTBEHHHKOB (Ma-
Tepu 1 ABoux cecrep) marmentka KID20.

Pesyabrars!

BeposTayro npurdumy 3a00A€BaHUA YAAAOCD BEIBHTH
B 7/16 (44%) cayqasx, emie y OAHOrO 6OABHOTO 0OHa-
PY/KEHBI BAPHAHTBI HEACHOM 3HAYMMOCTH, BO3MOMKHO
nmerornue otHommenue K denoruny (Tada. 1). I[lpn
9TOM IIATOICHHBIEC/BEPOSTHO MATOTCHHBIC BAPHAHTDI
Obran 0OHApYIKEHBI B 7 13 11 CHHAPOMAABHBIX CAYYIACB
U He HAHACHBI HU Y OAHOTO H3 5 IAI[HEHTOB C U30AH-
posanasivu BITP ogex m mogeBsBoasux myTeit. Bee
BBIABACHHBIC BAPUAHTEL OBIAH TCTEPO3SUIOTHBIMHE, 32 HC-
karoueruem mytannu TMEM67 (mammert KID20), 00-
HAPYKCHHOH B TOMO3HIOTHOM COCTOSHHL.

Bee cayuan CAKUT, B KOTOPBIX OBIAN BBIABACHDI
[ATOICHHBIE / BEPOATHO [IATOICHHBIE BAPHAHThI, OTHOCH-
AVICh K CUHAPOMAABHEIM, T.C., HAPSAY C BPOKACHHBIMU
IIOPOKAMH PAa3BHTHA IIOYEK M MOYEBEIBOAAIINX IIyTEH,
y OOABHBIX HAOAFOAAAHICH M SKCTPAPEHAABHBIE IIPOAB-
ACHUAL

V aByx maruenros (KID13, KID23) ycranosaen
AHMATHO3 KOAODOMO-PEHAABHOIO CHHAPOMA (MYTAIIHI
p-Val26fs*, p.Argl15* B rene P4X2). B crpykrype aToro
ayTOCOMHO-AOMHHAHTHOTO 3a00AEBAHUA PA3AUIHEIE
AHOMAAUH IIOYEK M MOYCBBIBOAAIIUX IIyTEH (THIIOAU-
CITAQ3WA, THITOITAA3HA, MYABTHKICTO3, ITy3bIPHO-MOYE-
TOYHUKOBBIN PePAIOKC, POKAABHO-CEIMEHTAPHBIH TAO-
MEPYAOCKAEPO3, MOYECKHCABIH YPOAUTHA3) COYCTAIOTCA
C AHOMAAHMAMHE OPraHa 3peHus (AUCIIAA3HA 3PHTEABHOTO
HepBa, k0A0OOMEI) [19]. Baaroaaps nccaeaoBanmro 350-
posbIx poaureaeit marmenta KID13 yaaaocs moxasats
de novo craryc myraruu p.Argl15%,

V manmentTa ¢ runoancraasuett nogex (KID17), xa-
6eprIMI/I CBUIIIAMU I TyI‘OyXOCTI)IO BBIABACH CAyLIaI‘/'I
4yTOCOMHO-AOMHHAHTHOTO OPaHXHOOTOPEHAABHOIO
cuHApOMa (matoreHHsid Bapuant p.Tyr348* B reme
EYAT); myranns yHACACAOBAHA OT MaTEpPH, KOTOPAS
TAKKE UMECT IIPU3HAKHU 3200AeBaHUs (OPAHXNOTCHHBIC
CBUIIIN, TOPAKEHNE ITOYEK).

V MOAOAOH KEHINUHBL ¢ pedAIOKC-HedpoaTue
(KID11) ycranoBA€H AMArHO3 OYEHb PEAKOTO CHH-
ApPOMa, OOBEAHHAFOINETO B CEOE CKEACTHBIE HAPYIIICHUA
u CAKUT — MyABTHIIEHTPHYECKOTO KAPITOTAP3AABHOTO
ocreoAnsa. B aannom cayuae mepBeIME KaAODaMH I1a-
LIUCHTKY, BOSHUKIIIUMU €IIE B ACTCKOM BO3PacTe, OBIAL
60 1 OTEK B 00AACTH 3AIACTHIH, CBA3AHHBIE C IIOCTE-
IICHHBIM PA3PYIICHIEM ICTHBIX KOCTEH, IIPOrPeccupy-
IOIIHE 3aTPYAHEHHA IIpu X0AbOe. [TomyTHEHHE poro-
BHIIBI TAK/KE XaPAKTEPHO AAA 3TOrO 3a00AeBanmA. Bee
orucanusie atoreHusie BapuanTsl NLAFB kaactepusy-
FOTCS B AOMEHE aKTHBAIIIN TPAHCKPHIILIHIHN, 3aTPArHBas
koaousr 54-71 [20].

V marmenra (KID 21) ¢ runoraasueii AeBoii u ya-
BOGHUEM IIPABOIl IIOYKU OBIA BBIABACH PaHEe HE OIIH-
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CaHHBIH BepOATHO marToreHuuid Bapuant KMT2D
p-Ala4111GlInfs*9. Mccaeaosanne AHK poanreaeit
IIOKA3aA0, YTO AAHHBIN BAPHAHT BOSHUK de 720v0. Brertr-
HUH BUA peOeHKa (AAMHHBIEC TAQ3HBIC IIEAH, PETaAb-
HBIC ITOAYILICYKH TAABIIEB PYK, KOPOTKHE IIATHIC ITAABIIBI
KHCTH, IITFPOKHE APKOOOPA3HBIE OPOBH, IITO3, CTPAOH3M,
peAKEe 3yOBI, HUBKOPOCAOCTD) B COBOKYIIHOCTH C Ha-
AHYHEM TYTOYXOCTH H IIOPAKEHNIEM ITOUCK XaPaKTEPEH
Aas cuaapoma KaOykm.

V AeBOYKH € COYETAHNEM ABYCTOPOHHETO OOCTPYK-
THBHOTO YpPeTepOruApoHedpos3a u CHHAPOMA XOAe-
craza (KID 20) ObIA BBIABACH TOMO3UTOTHBIH BAPHAHT
TMEMG67 ¢.1843T>C (p.Cys615Arg), onmcanHbIii
B KAYECTBE ITATOTCHHOTO Y OOABHBIX C 2yTOCOMHO-pe-
neccuBHbM HedpporodTrzom-11 (cogeranne mopaie-
Huii novek u (pudposa nevenun) u cuaapomom 7Kydepa
6 tuma (HedporodTN3, PUOPO3 IEUEHH, HUCTATM,
okyAomoTopHas anpakcud, arakcud, 3[IMP) [21]. Kak
1 OKHAQAOCD, MATh ITAIIMEHTKH, 4 TAK/KE ABE €€ CECTPHI
6e3 IPU3HAKOB IOpaKEHHI movek, nevern Anoo [IHC
IIPOAEMOHCTPUPOBAAHT T€TEPO3UTOTHBII TEHOTHII B OT-
HOIIEHHUN ITATOTeHHOTOo BapuanTa B reue TMEMG67.

V manmenrta KID2 BrrBacH Bapuant ¢.895C>T
(p-Arg299Trp) B rene GATA3, onucanusiii B 6ase
ClinVar kax BeposTHo marorennsiii. Mccaeaosarme AHK
3AOPOBBIX POAUTEAEH peOEHKA IOKA3aA0, YTO UMECT
MECTO MyTAIus de 7000, MucceHc-MyTAIINH, 3aTPAruBa-
rorue ToT ke KoAoH (p.Arg299Gly, p.Arg299Gln), ac-
COILIMUPOBAHEI € pasBuTHEM cHHApOMA bapakara (HDR-
crHAPOMOM) [22; 23]. Kaaccudeckas KapTHHA CHHAPOMA
bapaxkara moApasymeBaeT codeTaHme TpeX KOMIIOHEHTOB
(axpornm HDR, rae "H"- hypoparathyroidism, remora-
parupeos, "D" — sensorineural deafness, meiipocercop-
Hast Tyroyxocts, 1 "R", renal disease, mopaxenne mouex),
OAHAKO, Y MHOTUX ITAI[HEHTOB OTMEYAIOTCA HE BCE IIPO-
ABACHISA 5TON TpuaAH [24]. V 0bcAeA0BaHHOIO HAMU
IIAI[HEHTA OTCYTCTBYIOT TYTOYXOCTh M IUIIOIAPATHPEO3,
HO IIPH 9TOM BBIABACHBI AHI[CBEIC MUKPOAHOMAAH, HE-
XapakTepHEIE AASl CHHAPOMA bapakata. B to e Bpems,
VUUTBIBAsA HAAMYHC d¢ 77000 BADHAHTA B «TOPAYEI TOUKE)»
GATA3, AHATHO3 BEPOATHO CACAYET PACLICHUBATD KAK
ATTEHYHPOBAHHYIO PA3HOBHAHOCTD 9TOIO PEAKOTO 3a-
OOAEBAHIIA.

Erme oann marment (KID 126) ¢ coueranumem AByx-
CTOPOHHETO IY3BIPHO-MOYETOYHUKOBOTO pedATOKCA
U ATPE3UH AHYCA ABAACTCA HOCHTEAEM TPEX BAPUAHTOB
HesAcHOH 3HaunmocTn. OOHAPY/KEH paHee He OIINCAH-
mbrii BapuanT p.Asn504Thr B rere BNC2, obaaaarortimit
BBICOKOH PacueTHON (DYHKIIHOHAABHON 3HAYUMOCTBIO
(CADD score 23,8). MyTammm B 9TOM IeHE HAOAFOAAATICH
y HAI[HCHTOB C THITOCIIAANCH, OOCTPYKIIHCH YPETPEL 1,
B OTACABHBIX CAY9YafX, ATPE3HEH aHyCa — IIOPOKH Pas3-
BHUTHA MOYECTOYHUKOB § TAKHX OOABHBIX He OOHAPY/KH-
BaAucs [25; 20].

Kpowme Toro, y marmenTa 0OHAPY/KEH MUCCEHC-Ba-
puanT ¢.5673T>G (p.Asp1891Glu) B rene NOTCH?2
C HEM3BECTHBIM KAMHUYCCKAM 3HaYeHHeM. Myrarun
NOTCH2Z2 accornmnpoBaHBI ¢ CHHAPOMAME AAQKHAASA
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n Xanay-Yeiinu, oAHAKO HAOATOAAEMBIE KAWHUYECKHUE
IIPOABACHHSA HE YKAGABIBAIOTCA B PAMKH AAHHBIX 3200-
Acanui. Takke BerBAcH peakuit (MAF 0,00008) muc-
cerc-BapuanT KMT2D ¢ Hen3BeCTHBIM KAMHUYIECKIM
3HaueHueM. MyTaImu B 5TOM IeHe ABAAFOTCA TPUYNHOMN
OOABITIMHCTBA CAyYaeB CHHApoMa Kabykn, OAHAKO 110-
AABAfATOIIIEE OOABIITHHCTBO AC(PEKTOB IIPEACTABAAIOT
COOOH TPAHKUPYIOIINE BAPHAHTEL (CABUT PAMKI CIUTEI-
BaHUsA, HOHCEHC-MyTarun). PeHoTHII IanuenTa He Co-
OTBETCTBYET KAMHUYECKUM KPUTEPHUAM AAHHOTO CHH-
ApOMa (OTCYTCTBYIOT XapaKTEPHEIE AUIIEBBIC AHOMAAH,
HHU3KOPOCAOCTB, 3aAEPKKa IICHXOPEYEBOIO PAZBHUTHA).
[IpunmedaTeAbHO, UTO IeTEPO3UIOTHEIE MICCEHC-MY-
tarum NOTCHZ2 onmcass! y arimeHToB ¢ H30AHPOBAH-
v CAKUT (11y31pHO-MOYETOUHHKOBBIM PedAFOK-
COM, OOCTPYKLIKEH YPeTePOBE3UKAABHOIO COCAUHCHII),
a muccenc-papuant KM T2D — y mannenTa ¢ areHe3uet
rrouku [7]. [To MEHEHHUIO aBTOPOB, 5TH I'€HETHYECKUE AC-
(peKTBI IPEACTABAAIOT CODOM THITOMOP(HBIE MyTAITHH
B I€HAX, OOBIMHO CBA3AHHBIX C PA3BHTHEM CHHAPOMAAB-

ubix popm CAKUT.
OGcyxaeHue

BriiBA€HIE CHHAPOMAABHOIO XapaKTepa MOHOTICH-
HBEIX HeDPOIATHH AOANKHO CAVMKHUTH IIOBOAOM K AO-
00CAEAOBAHMIO MAIMEHTA, IPUHUMAA BO BHIMAHUE
BO3MOKHOE HAAMYHE HE3AMEIEHHBIX PAHEE BHEIIOYCY-
HBIX IIPOABACHHI, TPEOYIOIIHX BMEIIIATEABCTBA BPAYA.
Hampumep, y 60apHBIX ¢ cuaaApomonm Kabyku moryr
HAOAFOAATHCA BPOKACHHBIE TOpoKH cepana u /KKT,
HHTEAAEKTYAABHBIE 1 IIOBEACHIECKIE PACCTPOICTBA, OT-
CTaBaHHE B POCTE, CHUKEHUE YPOBHA CHIBOPOTOUHBIX
HIMMYHOTAOOYAUHOB M PELHAHBHPYIOLIHE HH(EKINN
[27], uTo TOApa3ymMeBaeT HADAIOACHHE IIEAOH KOMAHABL
CIIEIIMAANCTOB.

HexoTopere u3 CHHAPOMOB, AMATHOCTHPOBAHHBIX
B AAHHOM HCCACAOBAHUH (HaIIpEMEP, KOAODOMO-pe-
HAABHBIH, OPAHXHOOTOPEHAABHBIN) OTHOCUTEABHO
AETKO PACIIO3HABAEMBI IT0 COBOKYITHOCTH KAMHITIECKUX
IIpu3HAKOB. B TO ke Bpems Takue COCTOAHUA KaK CHH-
ApoM bapaxaTta mAM MHOKECTBEHHEIN KapIIOTAP3aAb-
HBII OCTEOAHU3 TOPA3AO MEHEE H3BECTHBI IIPAKTHYECKIM
BpadaM II0 IPUYHHE KpaiHel peAkocTH. B moAobHbIx
CAyYaAX BaKHEHIIYIO POAb UIPAET BBICOKOIIPOU3BO-
AHNTEABHOE TapreTHoe cekpennposanue. Caeayer oT-
METUTD, YTO OTATOIIECHHBI CEMEHHBIN AHAMHE3 B OTHO-
IIIEHNH TIOPAKEHUIT TIOUEK HAOAFOAAACA AHIID Y OAHOTO
us cemu nanuertos (1/7, 14%) ¢ BbIIBACHHBIME My-
TannuAMu. B ocTaApHBIX 0 CAy9aax CeMEHHBIN aHAMHES
OBIA HEraTHBEH, IIPHYEM B TPEX CAyYaAX HAM YAAAOCH
IIOAYYUTH OOPA3IIBI KPOBH POAUTEACH H IIOATBEPAUTDH
de novo CTaTyC MyTALTHIH.

MuTepecHOl HAXOAKOM B PAMKAX AAHHOTO UCCAEAO-
BAHUA IIPEACTABAACTCA OOHAPYAKEHIE TOMO3ZHUIOTHOTO
sapnanTa c.1843T>C (p.Cys615Arg) B rene TMEM67
(rs201893408) y mammenta ¢ coueranuem CAKUT

U TEIATUTA HEICHOU STHUOAOTHH C CHIHAPOMOM XOAC-
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craza. A\AHHYIO HAXOAKY CACAYET HHTEPIIPETHPOBATH
kak penoxormio CAKUT. B meaaBuem epomeiickom
nccaeaosarnn asreAr TMEMG67 p.Cys615Arg or-
HOCHACH K HAMOOAEE YACTBIM IIATOTCHHBIM BAPHAH-
TaM, OOHAPY/KHBAEMBIM § ODOABHBIX HepOHODTHIOM
tuma 11 (NPHP11) [28]. Cymmectsyer omucanue 5Toi
MYTaIlu{ B TOMO3UTOTHOM COCTOAHHHU § POCCUICKOTO
manuenTa ¢ HepporodruzoM [29]. CoraacHO AAHHBIM
KPYITHEHIIIETrO (PpaHITy3CKOTO HCCACAOBAHUSA IIOYEIHBIX
rAronaTuit Ao TMEMG7-accormmpoBanHbIX CAY-
4aeB ObiAa B rieaom Hu3koi (1,8% marmeHTOB), OAHAKO
Ha aareAb P.Cys615Arg mpuxoanres 27% maTOreHHBIX
BapuaHTOB BHYTpH 10H rpymusr [30]. Lluanomarun
U aCCOLMHMPOBAHHBI ¢ HuMH HedpoHOdTHS, dOP-
mMaApHO He orHOCAmecd k crekrpy CAKUT, moryrt
IIPOABAATHCS TUITOIIAASUECH HAU AHCIIAASHEH ITOUKH Oe3
BUAUMBIX Ha Y3V KHCT; HOCAEAHHE MOIYT HOABAATHCA
AHIIb § HAIIHEHTOB, AAUTEABHOE BPEMS IIPOXOASLIIX
3AMECTHTEABHYIO IToveuHyro Teparmmio [31]. Heyan-
BUTEABHO, YTO B KPYITHBIX KOTOPTHBIX HCCACAOBAHHAX
CAKUT BbIBASFOTCA OTACABHEIE CAyYan HepoHOD-
Tu3a [7].

YacroTa BHIABACHHUA MyTAIHI B pabOTAX, HCIIOAD-
3YIOINUX aHAAOTUYHBIH ITOAXOA (CEKBEHHPOBAHUE
HOBOTO ITOKOAEHHA) CHABHO BapbHPYET B 3aBUCHMO-
CTH OT CTPYKTYPBI HCCACAYEMBIX ITOPOKOB Pa3BHTHUA
U ITepeYHs HCCACAOBAHHBIX IeHOB [7; 32-36], cocraBass
3-24%.

3HAa4UTEABHO DOAEE BEICOKAA YaCTOTA OOHAPYIKE-
HUA IIATOTCHHBIX BAPUAHTOB B HAIIIEM HCCACAOBAHH,
BEPOATHO, OOBACHACTCA OCOOCHHOCTAME BEIOOPKU
IAIIEHTOB: DOAEE IOAOBUHBI OOABHBIX HMEAH AHIITH
OCTaTOYHYIO (DYHKITHIO ITOUEK, T.€., IMerorecs BITP
yiKe B PAHHEM BO3PACTE IIPUBEAH K OYCHDb CEPbE3HBIM
(PYHKIIHOHAABHBIM ITOCACACTBUAM. OUYEBUAHO, UTO
6oaee nnpoaenrrere mopoku crexrpa CAKUT B cpea-
HEM ACMOHCTPHPYIOT OOAEE HU3KYIO BEIABAAECMOCTb
MOHOTeHHBIX AecpekToB. Kpome Toro, Bo Beex caydanx
C MYTAITHAME HAOAFOAAAOCH ABYCTOPOHHEE IIOPAKEHIE
HOYCK/ MOUEBBIBOASIIIUX IIYTEE, YTO OOYCAOBHAO PaH-
nee pasputne XbIT n HeOOXOANMOCT B XpOHIYECKOM
Anaanse. bruaarepaAbHOCTD MOPAKEHHA ITAPHBIX OPra-
HOB OTHOCHTCA K KOCBEHHBIM ITPU3HAKAM HACACACTBEH-
HbIX O0Ae3HEN. XOT OAHOCTOPOHHHUE IIOPOKH PA3BUTHS
OPraHOB MOYEBBHIACAUTEABHOI CHCTEMBI TAKAKE MOTYT
HAOAFOAQTHCA B CTPYKTYPE HACAGACTBEHHBIX CHHAPOMOB,
Berpedaemocts AByctoponrnx CAKUT cyrectseHHO
BBIIIIC ¥ OOABHBIX C TCHETHYICCKA-OOYCAOBACHHBIME CO-
crogauamu |7, 36]. Takum obpaszom, xapakrep HabOpa
OOABHBIX B AAHHOE HCCACAOBAHHUE (IIAITHEHTBI OTACAE-
HHA AHAAH32) CLIOCOOCTBOBAA «ODOTAIIIEHIEO» BEIOOPKH
HACACACTBEHHBIME He(PPOIATHAMI.

K ancay orpanmgenmii HACTOAIIEIO NCCACAOBAHUA
MOZKHO OTHECTH MAABIH Pa3Mep HCCACAOBAHHOI BHI-
6opkn. Kpome Toro, nCrroAb30BaHHbIN METOA AHAAN3A
HE II03BOASIET HAAEKHO OIICHHBATH BAPHAIIMH IHCAL
xoru#t (CNV). M3BecTHO, 9TO OIPEACACHHBIH IIPO-
rient cayaaeB CAKUT cBAzan ¢ HApyIeHUAMI KOITHIA-
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HOCTH (ACACIIHAMH, AYVIIAHKAIIMAMA) PAAA AOKYCOB Ie-
noma [1; 37]; BO3MOKHO, IPUMEHEHHE XPOMOCOMHOIO
MHKPOMATPHIHOIO AHAAN3A IIO3BOAHAO OBI ITOBBICUTH
a(ppeKTHBHOCTD BBIABACHHSA MyTAIIMIL.

3akAroueHue
PesyAbTaTB HCCACAOBAHUS CBUACTEABCTBYIOT O IIEp-

CIIEKTHBHOCTH IIOUCKA MOHOI'CHHBIX IIPUIHH BPOKACH-
ueix BITP nouex u moueBbBoAfIux 1yreii. Haamdane
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HEKOTOPBIX KATETOPUI COIYTCTBYIOINEH MaTOAOTHH
(MHOZKECTBEHHBIE MUKPOAHOMAANH PA3BUTHA, CHHAPOM
XOAECTA3a, HAPYIIICHUA 3PEHUA, HEBPOAOTHYECKAS CHM-
IITOMATHKA 1 T.A.) C BHICOKOH BEPOATHOCTBIO YKA3BIBACT
HA HAAMYHE HACACACTBEHHOIO CHHAPOMA M IIOBBIIIIACT
I[EAECOOOPA3HOCTh IIPOBEACHHA MOACKYAAPHO-TE-
HETHYECKOTO MCCACAOBaHMA. Pacimmpenne BEIOOPKH
narenToB ¢ CAKUT 1o3BOAUT ITOAYINTS HOBYIO HH-
popmarmio 0 reHeTHKE CHHAPOMAABHBIX H H30AHPO-
BAHHBIX (DOPM 3THX ITOPOKOB.
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Pesrome

OCHOBHO¥ IPUYUHOI COKPAIEHUA MPOAOAKUTEABHOCTH 2KA3HU ITAIIEHTOB C XPOHUYIECKOI 00AE3HBIO
nouek (XBIT) aBagerca kapaunosackyasapHaa 6ose3ns (KBB). B marorenese KBb Bakuyro poas urpaer
9HAOTeAnaAbHAA AUCYHKIMA (DA), CYIIeCTBEHHBIN BKAAA B Pa3BUTHE KOTOPOH BHOCHT TUIIEPrOMOIU-
CTEHMHEMUA.

L]eas uccaedosanns: oreHKa pacIpoCTPaHEHHOCTH U BEIPAXKEHHOCTH TUIIEPrOMOICTENHEMUH, Aer-
murta ¢goanepoii kucaotel (PK) u Buramuna By, y aereii ¢ XBIT 1-5 cr, a Taxoke BBIABACHHE CBA3H MEXKAY
aTuMH PAKTOPAMH.

Mamepuanvt u memodst: CHIBOPOTOUHBIE KOHIEHTpanmy romouucrenna, @K, suramuna By, onpeaesenst
y 112 aereii ¢ XBII 1-5 cr B Bo3pacTe ot 3,5 mec Ao 17 aet 11 mec, HabGaropAaBimxca B LleHTpe rpaBuTanu-
onHoi xupypruu kposu u remoaunasnsa AI'Kb cs. Baaaumupa B 2021-2022 rr.

Pesysvmamer: TumepromonucrennemMus 0piaa BeaBaeHa y 51,8% aereit ¢ XBII, cybonTumasbHbIE CBI-
Boporounble KoHieHTpanuu ®K u suramuna By, y 28,6 % u 7,1% nanuenrtos, coorsercrBenHo. Meanana
3HAYEHUM CHIBOPOTOYHOI KOHIIEHTPALIMH I'OMOLIICTENHA ObIAa 3HAYNMO HIDKe B rpymire Aeteii ¢ XBIT
1 ct1, 6e3 AocToBepHOI pasHUIBI MeXxAy rpymmamu XBIT 2-5 cr. BeraBaeHa 110AOKHTEABHAA KOPPEAALHA
CBIBOPOTOYHOII KOHIleHTpanuu romonucrenHa co craaueir XbIT (0=0,300, p=0,002), u orpunarespHbIE
KOPPEeAAIH ypPOBHEH roMornucrensa u suramusa By, (0=-0,485, p<0,0001)), romormmcrenna u ®K (0=-0,3%4,
£<0,0001). CeiBopoTOUYHAA KOHIIEHTPAINA FOMOIIUCTENHA ObIAQ 3HAYNMO BBIIIE y AeTeli ¢ Aecpunnrom PK
(Me, Q1-Q3: 20,0 (14,1-28,9) mxmoas/ 4 vs 11,0 (8,0-14,0) mxmoas /A, p<0,0001), 1 3HAUMMO HIIKE y ACTEi,
noayuaronmx @K (9,9 (7,0-13,4) mxmoas/a vs 13,1 (9,8-20,5) mxmoas/ A, p=0,014).

3axarwrenune: 0OpaTHAA CBA3H CHIBOPOTOYHOM KOHIIEHTpAIMH romomucrenHa ¢ yposaem ®K u sura-
muHa B,, 0OTHOCHTEABHO HU3KUI YPOBEHb rOMOLICTENHA y AeTell, mpunuMmaromux K, moarBeprkaaror
POAB 3THX BUTAMUHOB B IIPO(PHAAKTHKE I'IIIEPrOMOIIMCTEMHEMUN 1 IIOAYEPKUBAIOT BAXKHOCTH AAEKBATHOI'O
obOecrieuenusa nmu Aereni ¢ XbBIT.

Abstract

Cardiovascular disease (CVD) is the main cause of the life expectancy reduction in patients with chronic
kidney disease (CKD). Endothelial dysfunction (ED) plays a pivotal role in the pathogenesis of CVD.
A significant contribution to the development of ED is made by hyperhomocysteinemia.

The aim of the study was to assess the prevalence and severity of hyperhomocysteinemia, folic acid (FA),
and vitamin By, deficiency in children with stage 1-5 CKD, as well as to identify the relationship between
these factors.

Materials and methods: Serum concentrations of homocysteine, FA, and vitamin B,, were assayed
in 112 children with CKD stage 1-5 aged from 3.5 months to 17 years 11 months, followed at the Center for
Gravitational Blood Surgery and Hemodialysis of St. Vladimir Children's Clinical Hospital in 2021-2022.

Results: hyperhomocysteinemia was detected in 51,8% of children with CKD, suboptimal serum
concentrations of FA and vitamin B, were found in 28,6% and 7,1% of patients, respectively. The median
serum levels of homocysteine were significantly lower in the group of children with stage 1 CKD, with no
significant difference between the groups of stage 2-5 CKD. There was a positive correlation of serum
homocysteine concentration with the stage of CKD (0=0.300, p=0.002), and negative correlations of
homocysteine and vitamin By, levels (0=-0.485, p<0.0001), homocysteine and FA (0=-0.394, p<0.0001).
Serum homocysteine concentration was significantly higher in children with FA deficiency (Me, Q1-Q3:
20.0 (14.1-28.9) pmol/1 s 11.0 (8.0-14.0) pmol/1, p<0.0001), and significantly lower in children receiving FC
supplement (9.9 (7.0-13.4) pmol/1 »s 13.1 (9.8-20.5) pmol/1, p=0.014).

Conclusion: The inverse relationship of serum homocysteine concentration with FA and vitamin By, the
lower level of homocysteine in children receiving FA confirms the role of these vitamins in the prevention
of hyperhomocysteinemia and emphasizees the importance of adequate provision of them to children
with CKD.

Key words: children, chronic kidney disease, homocysteine, vitamin By,, folic acid
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OpMI’MHCIJ'IbeIE CTaTbH

Xpomnmueckas 6oaesHp modek (XbIT) — cocrosmnue,
IIpU KOTOPOM IIPOIPECCUPYIOIIIEE CHIKEHIE (PYHKIINI
II0YEK OKA3BIBACT HEOAATOIIPHATHOE BOACHCTBHIE HA BCE
OPraHBl U CUCTEMBI OPIAHU3MA, B TOM YHCAC HA KAPAH-
oBacKyAApHYIO cuctemy. KapAmoBackyaspaas 60Ae3Hb
(KBD) sBAsieTCS OCHOBHON HIPHYHHON COKPAINCHUA
IIPOAOAKHTEABHOCTH KH3HI B 9TOMH IPyIIie DOABHBIX.
KapanoBackyAsipHBIEC OCAOKHEHUS CTAHOBATCSA IIPIYIH-
HOIT cMepTH AeTeit n moApocTkos ¢ XBIT 5 cr B 25-32%
cAay4aes. [1-3]

B marorenese KBb Bazkuyro poap urpaer sHAOTCAR-
aanpHas Aucyukima (OA) — cocrosHue, 1P KOTOPOM
BCAEACTBHE ITOBPEKACHUA KACTOK SHAOTEANS MEHACTCA
GaraHC BBIPAOOTKH BA30AKTHBHBIX BEILIECTB B CTOPOHY
IIPe0OAAAAHUA IIPOKOATYAAHTOB H BA3OKOHCTPHKTOPOB.
DA crocobCTByeT IPOrpPecCHPOBAHUIO APTEPHAABHOM
runeprersun (Al) 1 peMOACAMPOBAHHIO COCYAHCTOTO
PycAa, yCYIYOASIeT OPaKECHHE TOYCK [4].

Cyrectennsiil BkAaA B passuruae DA mpu XDBIT
BHOCHT TOMOIIUCTCHH.

I'omormucrens — MeTaDOANT HE3AMEHUIMOH aMIHO-
KHCAOTBI METHOHHHA. | OMOIIHCTENH ITUTOTOKCHYEH,
1 €ro HHU3KOE COAEPKAHME B KAETKE ODECIIeunBaeTcs
IIyTEM PEMETHAHPOBAHUA AO METHOHIHA HAH TPAHC-
cyAbdupoBarusa A0 1ucrenna. OCHOBHON IyTh Me-
THAUPOBAHHUS FOMOIIHMCTCHHA B TKAHAX OPraHH3Ma —
doaar-3aBuCcUMBI, B KOTOPOM akTHBHafA dhopma
OK- 5-mernaenrerparuapodoarar (5-MTT'D) — wmc-
ITIOAB3YETC KaK AOHOP METHABHOH rpymel. Karaau-
3UPYET 9Ty PEaKIHio PePMEHT METHOHNH-CHHTETA34,
KO(PEepPMEHTOM KOTOPOTO ABASCTCSA BUTAMUH By).

[Ipu HapyIIeHHH BHYTPUKAECTOYHOIO META00OAN3MA
TOMOITMCTEHHA €ro M30BITOK BEIBOAHTCH M3 KACTKH
B MEKKAETOYHOE IIPOCTPAHCTBO U B KpOBb. BosHukaer
TUIIEPTOMOITUCTENHEMHIA, OKA3BIBAOIIAA TOKCHIECKOE
BOBACHCTBHE HA 9HAOTEAUH [3].

l'omorucrens B KpoBU ACIKO okucAfercs. B pe-
3YABTATE TEHEPUPYIOTCA CBOOOAHBIE PAAHKAABI B BUAE
CYILIEPOKCHAA KHCAOPOAA H IIEPEKHCH BOAOPOAA, He-
ITOCPEACTBEHHO ITOBPEKAAFOIIIE SHAOTCAHMI M BHI3HI-
BAroInye OOPa30BAHUE IIAOTHBIX YACTHII OKHCACHHBIX
AHMITOIIPOTEUAOB HU3KOM ITAOTHOCTH. [locaeanne akTh-
BHPYIOT MaKpOaru, B CBOIO OYEPEAb IEHEPHPYIOIIIIE
IIEPEKUCHBIC PAAUKAABL U IIOBPEKAAIOIIIIE COCYAHCTYIO
CTEHKY [5, 0].

['urieproMorucTenHEMISA CITOCOOCTBYET CHIKEHIEO
AKTHBHOCTH BA30AHMAATATOPA — OKCHAA a30T4, BCACA-
CTBHE €ro M30BITOYHOIO IOTPEOACHHA U IOAABACHIA
akTHBHOCTH 9HAOTeAHmAABHON NO-cunTassl B konmen-
Tparmu Boie 10 MMOAB/ A, TOMOLICTEHH ITOAABASIET
npoaykruro mpocrarmukauaa (PGL,) u crumyanpyer
mpoAyknuio Tpombokcana (TkA), 9T0 IPHUBOAUT K I10-
BBIIIICHHIO TOHYCA COCYAOB U TPOMOOTEHESY.

Kpowme TOro, roMOIIHCTEHH B ITOBBIIICHHBIX KOH-
LEHTPAIUAX ITOAABAAET AKTHBHOCTH KOMIIOHEHTOB
AHTHTPOMOOTHYECKOH cucTemsl (anTuTpomOmua 11,
nporenna C, HHIHOUTOPA AKTUBATOPA ITAA3MUHOICHA),
aKTUBHPYET HyKAeapHbIil hakTop Karma-6era (NF-x3),
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OTPHIIATEABHO BAHACT Ha (PYHKIIUIO MHTOXOHAPHIA,
YBEAUYHBAET BBIPAOOTKY KOAAareHa pubpodAacTamMu
COCYAHCTOII cTeHKH. [4-0].

Takunm 06pasoM, TUITEPrOMOINCTEHHEMIUSA HAPYIIIACT
PETYASIIIIIO COCYAUCTOIO TOHYC4, OOMEHA AUIIHAOB, KO-
AIYASILIMOHHOIO KACKAAQ, YTO CIIOCOOCTBYET Pa3BHTUIO
CEPAEYHO-COCYAUCTOM ITATOAOTHL.

HebaaronpusaTheie Ba3oakTHBHBIE, SHAOTEAHOTOK-
cugeckue 3 @EKTH THIEPTOMOIIUCTENHEMIH CIIO-
cobersyror u mporpeccuposanuio XBIT myrem napy-
IICHHS BHYTPHIIOYEUHOH IeMOAMHAMUKI, CHIDKCHIS
TAOMEPYASPHON 1epdy3nn, IOAAEPKAHNIA BOCITAAN-
TEABHBIX M CKAEPOTHYECKUX ITPOIIeCCOB. B wactHOCTH,
axruparua NF-» — dakropa TpaHCKpUIIIIE IeHOB
IIPOBOCITAAUTEABHEIX U IIPOCKAEPOTHYECKIX MEAHA-
TOPOB — CIIOCOOCTBYET IIPOAYKIIMH XEMOATTPAKTAHTOB
U MOACKYA aAI€3MU KACTKAMU TyOYAAPHOTO SIIHTEANS,
IIPUBACUCHUIO B IIOYCYHBIN HHTCPCTUIINH MOHOIIUTOB
u mMakpodaros. [Toa Bauanmem NF-»f nmpoucxoaur
npoaudepanua GrOPOOAACTOB 1 UX TpaHCOPMAITHA
B MHO(PUOPOOAACTEL, A TAKIKE IIPOAYKIIES IIPOCKACPO-
THYECKUX [INTOKHHOB KACTKAMH TYOYAAPHOIO SIIHTEAHA.
B pesyaprare mporcx0oANT HAKOIIACHIE MEKKAETOUHOTO
MATPHKCA, YCHAUBACTCSA BEIPAOOTKA KOAAATCHA U, B KO-
HEYHOM HTOTE, PAa3BUBACTCA TYOYAO-HHTEPCTHIIHAABHBII
ubpos. ['omorrzcTenH B BEICOKOH KOHIIECHTPALIUH CIIO-
COOCTBYET M3OBITOYHOMY CHHTE3Y OCAKA B ME3AHIHO-
IIUTAX, YTO YCYIYOASIET ITPOIIECCHI TAOMEPYAOCKAEPO3a.
[Maroaormdeckne 9 eKTH TOMOIUCTEHHEMUH OTYA-
CTH OIIOCPEAOBAHBI AHOMAABHOM 9KCIIPECCHEH I'CHOB
BCACACTBHC HAPYIICHUA UX MCTHAHPOBAHUA U ACMCTH-
AHPOBAHHUS, T.€. BHYTPUKACTOUHBIN TOMOIIUCTEHH 1 €I0
MeTabOAHT S-aACHO3HATOMOILIUCTCHH BHOCAT BKAAA
B SIIUICHETHYIECCKYIO AUCPEIYAALIHIO KACTOYHOIO METa-
6oamsma. Kpome TOTO, IIpH rUIIEproMOIIICTEHHEMIH
H30BITOYHAS CBA3b TOMOLIICTCHHA C DEAKAME MOMKET
HapyIath ux QyHKIHIO [5, 0].

Muorouncaenubie maToAorndeckne 3PdexTs
CUIIEPrOMONIICTEHHEMIH OOYCAABAUBAIOT HHTEPEC
K a1OMy cocrofHmIO y marueHToB ¢ XbI1. Mccaeaosa-
HUS, IPOBEACHHEIC ¥ B3POCABIX OOABHBIX, IIOKA3BIBAIOT
KaK IIHPOKYIO PACIPOCTPAHEHHOCTD THIIEPIOMOIIN-
CTEMHEMUH B 9TON ITONYAAIMH, TAK U CBA3b €€ C IIPO-
IPECCHPOBAHUEM KAPAUOBACKYAAPHOH OoAe3uu u XbBIT
[5, 6]. I'mnepromonucrenHeMus B PAAE MCCACAOBAHMI
BBIABACHA U Y ACTCH € 3a00AeBaHMAME ITOUCK |7, 8].

ITpm XBII BcAeACTBHE YMEHBIIEHNAA IHCAQ ACH-
CTBYOINNX HE(MPOHOB CHHMAKAETCA IOUYeuHas (PUAD-
TPALHA FTOMOLIICTCHHA B IIOYCIHBIX KAYOOUIKAX U €ro
METabOAM3M IIyTEM TPAHCCYAb(UPOBAHUA B KACTKAX
IIPOKCHUMAABHBIX KAHAABIIEB (BUTaMUH B0-3aBUCHMBII
MexaHusM). B aTux ycaoBuAx ocoOoe 3HAYCHHUE IIPH-
0OpeTaeT 9KCTPAPEHAABHOE PEMETUANPOBAHIIE I'OMO-
LUCTEUHA B MECTHOHHH ((DOAAT-3aBHCUMBLI MECXAHH3M).
V marmenros ¢ XbI1 moaydensr mpotusopednsore AaH-
HBIE OTHOCHTEABHO CBA3M THIIEPTOMOIINCTEMHEMUH
¢ aedbumurom PK, a Taxxe scpdexruBHOCTH HIpHEMA
boAMEBOI KHCAOTH M BUTAMUHOB IPyIIsl B B maane
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CHIKEHHSA THIIEPIOMOLUCTEHHEMUM, IPOMUAAKTHKI
CEPAEIHO-COCYAUCTBIX OCAOKHEHHI H YAYUIICHHA UC-
x0A08B [9].

B o63ope L. Capelli et al, 2019, ykasaro, aro @K mpo-
ABAAET ITPOTUBOBOCIIAANTEABHYIO, AHTHOKCUAAHTHYIO,
AHTH-AIIONITO3HYIO AKTUBHOCTh B OTHOIICHIH 3HAOTE-
AUS, HE3ABUCHMO OT BO3AEHCTBHA HA YPOBEHb TOMOIIH-
crenna [10], T.e. cMArdaer BIPaKEHHOCTb 3HAOTEAUAAD-
ot aucdhyuknun. Dddexr npuema OK Ha yposens
TOMOIIMCTEHHA Y B3POCABIX TEMOAHAAM3HBIX ITAITHCHTOB
poaeMoHcTpuposal B padore S Billion et al, 2002:
nasnagenne ®K B pose 15 mr/cyr B Teuenne 2-x me-
CAIICB IIPHBEAO K CHIDKCHUIO CPEAHETO YPOBHS FOMO-
nucrenHa ¢ 38,1115 mxmoan/A A0 20,217 MKMOAB/ A,
TOTAQ KaK HA3HAYCHNC BUTAMUHA B{, AOIIOAHHTEABHO
Kk OK He npuBeAO K AAABHEHIIIEMY CHIGKCHHIIO YPOBHA
romonrcrenna [11]. Murepecno, uto B ypemmdeckoit
CpeAe BCACACTBHE allA034, HAPYILICHUN 9ACKTPOANT-
HOTO COCTABA KPOBH MOKET OBITh HAPYIIEH TPAHCMEM-
Opannbi Tpancropt goaaros. IIpu sTom HOpMAAD-
ueiit ypoBerb PK B CEIBOPOTKE KPOBU HE FapaHTHPYET
AACKBATHOIO IOCTYIIACHUA DOAATOB B TKAHI U B KACTKIL.
AHaAOrIYHO, § OOABHBIX C XPOHHYCCKUM CHCTCM-
HBEIM BOCITAACHHEM (B TOM YHCAE § TEMOAHAAH3HBIX
IIAIUEHTOB) ITIOCTYIIACHHE BuTaMuHA By B TKAHN MOKET
OBITH HAPYIIICHO, HECMOTPA Ha HAKOIIACHIE €I0 B KPOBU
[10]. Taxum 0Opaszom, AASL TIOAACPKAHHISA AOCTATOYHOI
BHYTPHKACTOYHOH kKOHIeHTparmn OK u sntamnna By,
y maruenToB ¢ XbI1 mozxker TpeboBarbes OoAee BEICO-
Kaf CBIBOPOTOYHAS KOHIIEHTPAIUA 3THX BEIECTB, YeM
Y 3AOPOBBEIX AFOACH.

Mcxoas 13 BBIIIIEM3AOKEHHOTO, IIEABIO HAIIETO
HCCAGAOBAHHA OBIAA OIIEHKA PACIIPOCTPAHEHHOCTH
U BBIPAKEHHOCTH THIIEproMouucTenHeMud, Acdhu-
nura OK u Buramuua By, y aereit ¢ XBIT 1-5 cr,
4 TAK/KC BBIABACHIC BO3MOXKHOM CBA3K MEIKAY 9THMIU
daxropamu.

Marepuasbl 1 METOABI

Hamu ob6caeaoBano 112 aererr ¢ XbBIT 1-5 ¢t
(61 manpunk, 51 AeBouka) B Boszpacre oT 3,5 Mec
A0 17 aer 11 mec (215 mec), mabaropasmnxcs B Llen-
Tpe IPABUTALIMOHHON XUPYPIUU KPOBH U ITEMOAHAAU3A
AI'KDB Cs. Baaanmupa B 2021-2022 rr. Cpean npuamn
XBIT AmAnpoBaAn BpOKACHHBIE AaHOMAAUHU Pa3BHTUA
MOYEBOI CHCTEMEI, 4 TAKIKE IIUIA-TOKCHH aCCOLUHPO-
BAHHBIN reMOANTHKO-ypemudeckuit cuaapom (STEC-
I'VC) 1 xoMIIAeMEHT-aCCOLUUMPOBAHHEIH (A THITIIHBII)
TEMOANTHKO-YPEMUYECKUI CHHAPOM (Ta0A. 1). BoAbras
AoAs aereit ¢ XBIT B ncxoae I'VC B marrem mccaeaoBa-
HUH 00yCAOBACHA TeM, 9TO Haril LlenTp ocymecrsaser
AEYEHHE ITUX MAIUEHTOB B OCTPOM ITEPHOAE U ITOCAE-
AyIOIIee HaOAIOACHHE.

Bce manuenTsr 06cA€AOBAHBI B CTAOMABHOM COCTO-
AHNH, O€3 CUMIITOMOB HHTEPKYPPEHTHBIX 300 ACBAHII
uAr 0OOCTPEHNA XPOHHYECKUX OYArOB MH(EKIIHL.
Aern, nepeneciime STEC-I'VC, mabaropaancs B katam-

OpMI’MHOﬂbeIe CTATbU

Ta6nuua 1| Table 1
Mpuuunnbl XBIy geten
Causes of CKD in children

3a6oneBaHue, ABMBLIeecA npuunHoi XbI Hucno
naymneHToB (%)

BpoXkaeHHble aHoManumn pa3BUTUA MOYEBOW 48 (42,8)

cucTemMbl (06CTPYKTUBHbBIE YPOMATUX, MAMOMIA3nn

C AvCnasneit moYekK, KNCTo3Hble 3abosieBaHUA

rnovek)

ATUNUYHBIN TeMONNTUKO-ypeMuyeckni cuigpom 21 (18,8)

(pemuccnn)

TUNUYHBIN FEMONIUTUKO-YPEMUYECKNIA CUHAPOM 20(17,9)

(KaTamHe3)

[nomepynoHedbpwrThI, B T.U. MPU BaCKymnTax 10(8,9)

HacnepcTBeHHble rnomepynonaTtum 8(7,1)

TpaHcnnaHTaumna Noyku 3(2,7)

TybynovHTepcTULManbHble 3a60neBaHmns noyek 2(1,8)

Bcero 112 (100)

XBI - xpoHuyeckan 601e3Hb NOYKM

CKD - chronic kidney disease

Hese, CITYCTs He MeHee 3 MEC ITOCAE Pa3PEIIeHUs OCTPhIX
CUMITTOMOB. AETH € KOMIIAEMEHT-aCCOIIMHPOBAHHBIM
I'VC HaxXoAHAHCH B PEMUCCHH B TCYCHHE HE MEHEE
3-x mecanes. Ha MOMEHT IIpoBeACHUA MCCAEAOBAHUA
y Aereii ¢ I'VC oTcyTcTBOBAAN IIPH3HAKH TEKYIIIETO
MHKPOAHTHOIIATHIECKOIO TEMOAH3.

Bcem G0ABHBIM IIPOBEACHO CTAHAAPTHOE PU3H-
KAABHOE ODCACAOBAHHE C H3MEPEHUEM aPTEPUAABHOIO
AaBaerns (AA). AA Boirrre 95% AAf AaHHOTO BO3pacTa,
[I0A2 ¥ (PUBHYECKOTO PA3BUTUS U/ MAY IIPUMCHEHUE aH-
THTUIIEPTEH3UBHBIX IIPEIIAPATOB TPAKTOBAANCH Kak Al

AabopaTopHOe 00CACAOBAHIE BKAIOYAAO PYTHH-
HEBIC AHAAUS3EL, BEIIIOAHCHHBIE B AOKAABHOH A20OpaTO-
puH (KAMHIYIECKUI aHAAM3 KPOBHU, KANHHYECKIH aHa-
AH3 MOYH, OHOXUMHYCCKUN aHAAU3 KPOBH), 4 TAKKE
onpeAeAeHHE CHIBOpOoTOUHON KoHIeHTpanuu DK,
ButamuHa B, romorucrenna B I'bY3 «Amaranocru-
YEeCKOM IIEHTPE Aa0OPATOPHBIX HcCAeAoBaHIE ASM»
(https://dcli.tu/) CBBOPOTOYHYIO KOHIIEHTPALIIO
®K ummxe 5 ur/ma, Burammna By, mrke 250 rr/MA Mbr
PACLICHUBAAU KaK IIOHIKEHHYIO (CyOOIITHMAABHYIO),
B COOTBETCTBUH C HOPMATHBAMHE CBIBOPOTOYHOH KOH-
LIEHTPALNN 9THX BUTAMUHOB y Acteit [12; 13]. 24 pe-
OeHKa BO BpEMfA HCCACAOBAHHA ITOAYIAAN (POAHEBYIO
KHCAOTY B A03e 1 Mr/cyT.

Craamu XbBIT ompeAeAsAnCh IO CKOPOCTH KAYOOU-
KOBOI (PUABTpAIINH, PACCYUTAHHON II0 «IIPUKPOBAT-
noi» (Bedside) dopmyae IBapria aas aereit (pCK®D)
[14]. Pactipeacaenne aeteit io craamsam XbIT u Bospacr
B KOXKAOH ITOATPYIIIIC IIPEACTABACHEL B TaOAHMIIE 2.

Crarucruaeckas 0OpabOTKa AAHHBEIX IIPOBOAUAACH
¢ momornpro rmporpammer SPSS Statistics 22. [TockoAbky
9aCTh AQHHBIX HMEAA PACIPEACACHHE, OTAUYHOC
OT HOPMAABHOTO, HCIIOAB30BAAUCEH HEIIAPAMETPIYECKUCE
MeTOABL. B rpyrimax paccuntebasacs meanana (M), Hik-
nuii u Bepxuui kBapruan (Q1 u Q3) Pazanams mexay
IPYIIIAMI OIIEHHBAAWCH IO KpuTeprro ManHa-YnTHNn
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Yucno n Bo3pacT naumeHToB ¢ pasnnyHbimu ctaguamn XbI

Number and age of patients with different stages of CKD

Ta6bnuua 2 | Table 2

Cragusa XbI n (%) pCKO (popmyna LliBapua) (Me, Q1-Q3) Bo3spact (Me, Q1-Q3)
1 22(19,6) 107,8 (98,3-119,3) 100 (43-157)

2 19(17,0) 70,1 (65,7-76,9) 118 (62-177)

3 18(16,1) 45,0 (38,1-49,9) 95 (60-207)

4 23(20,5) 20,0 (15,6-26,2) 112 (67-156)

5 30(26,8) 10,0 (8,2-12,9) 112 (36-149)

XBIM - xpoHnuyeckasa 6onesHb noukn; pCKO — pacyeTHaa CKOPOCTb Kyb6ouKoBoOI GpunbTpaLmm

CKD - chronic kidney disease

AASl HE3aBUCHMBIX IIEPEMEHHBIX. AAA BRIABACHHA KOppe-
AAITAT MEKAY ITOKA3aTEAAMH UCIIOAB30BAACH KO3 DH-
nmenT koppeasnnu CrimpMana (HermapaMeTpUIecKu).

PesyabTartsr

ChIBOPOTOYHEIE KOHIIEHTPALINY FOMOLIECTEHHA, By
u OK y aereit ¢ pasamunbivu crapnavmu XBIT mpea-
CTaBACHBI B TaOAHIIE 3.

[loBeIIIeHHAS CBIBOPOTOYHAS KOHIIEHTPALIUA TOMO-
IIUCTENHA PETUCTPUPOBAAACH BO BCEX TPYIIIAX ACTEH
¢ XbIT: y 2/22 (9,1%) marmenros ¢ XBIT 1 cr,y 11/19
(57,9%) pu XBI12 cr,y 13/18 (72,2%) npu XBI1 3 cr,
y 12/23 (52,1%) npu XBIT4 cr,my 19/30 (63,3%) actei
¢ XBIT 5 cr. CooTBETCTBEHHO, CHIBOPOTOYHASN KOHIICH-
TparyA TOMOITUCTENHA OKA3aAACh CTATUCTHYECKH 3Ha-
9pMO 10BBIIeHa B rpymmax XbI1 2-5 ¢r o cpaBrenuro
¢ rpynnoit XBIT 1 ct, m AocTOBEpHO He pazandasach
mexkAy rpyrmmamu XBIT 2-5 cr. B meaom, noswimrerHasn
CBIBOPOTOYHAA KOHIIEHTPALHA TOMOLUCTCHHA BBIABACHA
y 58 (51,8%) aereit ¢ XBIT.

CrBopoTounsle KOHIIeHTpanuy Buramusa By, u @K
OKA32AMCh OTHOCHTEABHO HHU3KHMH B IPYIIIE AeTEH
¢ XBIT 3 cr, X014 pasamdns He AOCTUTAM CTATHCTHYE-
cxoit saaunmoct (0,05<p<0,1).

CaeAyeT OTMETHTD, YTO CYOOIITHMAABHBIE CEIBOPO-
tounsie kornexTparmu OK (<5 ur/ma) perucrpuposa-
AHCH y Aetelt Ha Beex craamax XbIl. B meaom Huskue

konnenTparnuu K sprasaensr y 32 (28,6%0) marmeHToB
(uam y 36,3% aereit, e moay4asrmx OK). B aroii moa-
IPYIIIE CBIBOPOTOYHAA KOHIIEHTPAIUA TOMOIIICTENHA
OBIAQ 3HAYHMO BBIIIIE, 9CM Y ACTCH C HOPMAABHBIM YPOB-
nem PK: 20,0 (14,1-28,9) mxmoan/a 25 11,0 (8,0-14,0)
MKMOAB/ A, p<0,0001.

V aereit, mpuauMasinnx OK ma momenT 06cAeA0-
BarusA (n=24), ceroporounas kourenrpannst OPK 6praa
3HAYMMO BBIIIIE, YeM Y ocTaabHbIX (n=87): 23,60 (20,20 —
24,00) ur/ma s 5,78 (4,31-8,75) ur/ma, p<0,000; a cor-
BOPOTOYHAsA KOHIIEHTPAITHA TOMOIINCTENHA — 3HAYIMO
umwke: 9,9 (7,0-13,4) mxmonn/a o5 13,5 (10,1-21,4)
MkMOAB/ A, p=0,011. CaeayeT OT™METHTB, 9TO ACTH, 110~
aygarorrue OK, maxoanance ma 6oace IIPOABHHYTBIX
crapuax XbIT (4-5), gem aern, He npuamMasire PK
(1-4). Kpome T0Or0, 0Ka3aA0Ch, UTO B IIOATPYIIIIE ACTEH,
moaygarorux OK, ObIA 3HAYNMO BEIIIIE H CBIBOPOTOU-
HbLT ypoBes Burtamuna Bio: 800 (463-1209) mr/ma s
432 (306-455) 1r/ma, p<0,0001

ME! He BEISIBHAH CAY9AEB CHIDKCHES CHIBOPOTOYHOM
KOHIIEHTpAruu BuTamMuHa By, Hurke HYDKHEH rpaHuIIB
pedepencubix suavennit (187 mr/ma). Cyborrrumann-
HbIC KOHIEHTpanuu ButaMut By, (<250 1r/ma) Bbuss-
Aensl y 8 (7,1%) aereii.

V aerell ¢ rumepromonucrennemuell (n=58)
IO CPABHEHUIO C ACTBMU C HOPMAABHBIM CHIBOPOTOY-
HBIM YPOBHEM TOMOIIECTENHA (N=54) OBIAK AOCTOBEPHO
HIKE CBIBOPOTOYHBIE KOHLEHTpAIMH BuTamMuHa By,

Ta6bnuua 3 | Table 3

CbIBOPOTOYHbIE KOHLIEHTPaL MY FOMOLIMCTENHa, BUTaMuHa B, n OK'y geteir c pasnuuHbimn ctagnamm XbI (Me, Q1-Q3)

Serum concentrations of homocysteine, vitamin B;, and FA in children with different stages of CKD (Me, Q1-Q3)

FfomouuncTenH, MKmonb/n

Crapua X6 (n) (N 5-12 mkmonb/n)

ButamuH By, nr/mn
(N 187-882 nr/mn)

®donuesasa KNCNOTa, HI/Mn
(N 1,72-17,5 Hr/mn)

1(22) 7,9 (6,9-9,6)
2(19) 14,4 (9,9-18,3)1
3(18) 16,6 (12,7-21,4)1
4(23) 12,4(10,1-21,4)1
5(30) 13,9 (10,1-23,4)1

482 (310-730)
489 (306-610)
379 (275-483)
555 (402-923)2
536 (382-892)2

7,82 (6,63-9,06)
7,43 (4,50-8,75)
4,78 (3,73-9,87)
8,38 (4,54-23,6)
7,59 (4,83 - 23,05)

1 - pasnuumna ctaTmcTryeckmn sHauumbl ¢ rpynnoi XbIM 1, p<0,05; 2 — pasnuuna ctatmcTnyeckmn sHaummsl ¢ rpynnont XbIM 3, p<0,05

XBI - xpoHuyeckas 6onesHb nouku; OK — donmneasn kncnota; N — HopmanbHas CbIBOPOTOYHAA KOHLEHTpaLWA

CKD - chronic kidney disease; FA - folic acid; N — normal serum concentration
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u OK: 389 (298-518) 15 598 (480-909) 1ir/ma, p<0,0001,
u 5,85 (4,15-10,54) 259,40 (6,25-20,53) ur/ma, p=0,014,
COOTBETCTBEHHO.

[Ipu aHaAm3e KOPPEAAIIHMOHHBIX CBA3EH, OOHAPY-
KHUAACH ITOAOKUTEABHAS KOPPEAAIUSA CHIBOPOTOU-
HOH KOHIICHTPAIIUH IOMOITICTeHHA cO cTaauer XBII
(0=0,300, p=0,002) u oTpumaTeAbHas KOpPEAAIHA
¢ pCK® (p=- 0,283, p=0,004), a Tarxe 3HAYUMEIC OTPH-

IIATCABHBIC KOPPEAALTHMH CBIBOPOTOTHBIX KOHL[CHTPZLL[HIZ

50,00

40,00

30,00

20,00

rOMOLNCTENH, MKMOJb/N

10,00

OpMI’MHOHbeIe CTATbU

roMonucrenHa u Buramuna By, (0=-0,485, p<0,0001),
romonucrenna u OK (p=-0,394, p<0,0001). (puc. 1-3)

Kpome Toro, BEIBACHA AOCTOBEPHAS IIOAOKUTCAD-
Has KOPPEAAINA CBIBOPOTOYHOH KOHIICHTPALIIH TOMO-
IUCTENHA ¢ BopacTom marmenTos (0=0,446, p<0,0001).

He BEIfIBAGHO CTATHCTUYECKH 3HAYUMBIX PA3ANIHIN
CBIBOPOTOYHBIX KOHIIEHTPAITMH TOMOITUCTENHA, BUTA-
muHa Biy, ®K B 3aBuCcHMOCTH OT BPOKAECHHBEIX HAHT
nprobperennsix npuan XbI1, B ToM dncaAe mpu Bbl-

3 4 5

crapua XBI p=0,300, p=0,002

Puc. 1. CbIBOpOTOUHaA KOHLEHTPaLMA roMOLMCTENHA Y feTel B 3aBUcMMocTm oT ctagun XBI (Koppenauua CnvpmeHa)

XBIM - xpoHnyeckas 60ne3Hb NOYKK

Fig. 1. Serum homocysteine concentration in children depending on the stage of CKD (Spearman correlation)

CKD - chronic kidney disease
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30,00

20,00

FOMOLNCTENH, MKMOJb/N

10,00

,00

1000,0

1500,0 2000,0

BUT Bq,, nr/mn p=-0,485, p=0,000

Puc. 2. CbiBOpOTOUHaA KOHLEHTPaLMA roMoLncTenHa 1 BuTaMunHa By, y peten ¢ XbI (koppenauua CnupmeHa)

XBIM - xpoHuyeckan 60ne3Hb NOYKK

Fig. 2. Serum concentrations of homocysteine and vitamin B, in children with CKD (Spearman correlation)

CKD - chronic kidney disease
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Qonuesas Kucnota, Hr/mn p=-0,394, p=0,000

Puc. 3. CbIBOpOTOYHasA KOHLEHTPaLMA romouncTenHa 1 donmneson Kucnotbl y getelr ¢ XbI (koppenauma CnnpmeHa)

XBI - xpoHunyeckas 60ne3Hb NOYKK

Fig. 3. Serum concentration of homocysteine and folic acid in children with CKD (Spearman correlation)

CKD - chronic kidney disease

ACACHHI B OTACABHYIO ITOAIPYIIITY ACTEH C THIINIHBIM
n atunugasv [VC,

Al mpaxTHYECKH ¢ OAUHAKOBOM Y4aCTOTOI BCTpe-
49aAach y Aerell ¢ rumepromorucrenaemueit (59%)
1y AeTell C HOPMAABHBIM YPOBHEM ToMorcTenHa (52%).
BeriBaensr cAabbie, HO CTATHCTHYECKH 3HAYUMBIC TIOAO-
xureapnbie Koppeadrmu CAA n AAA ¢ cerBopotounoit
koHmeHTpanueil romorucrenta (0=0,353, p<0,0001;
0=0,298, p=0,002, coorBeTCTBEHHO). V ITAIMEHTOB
¢ apTepuaAbHON runepreHsueil (n=61) mo cpasHe-
HUIO C IAI[HEHTAMU O€3 apTePHAABHON IHIIEPTEH3HN
(n=51) cpBOpOTOYHAA KOHIIEHTPAIIUA TOMOIIUCTENHA
Ob1A2 HeCKOABKO Bbimte: 13,5 (9,9-24,2) mxmoan/A 25 11,7
(9,4-15,6) mxmoab/ A, p=0,025.

OGcy>xaeHUE PE3yABTATOB

ME! BBIAIBHAU IITHPOKYIO PACIPOCTPAHECHHOCTD IU-
repromorucrenHemun y Aeteir ¢ XbBIT, a taxxe cBAspb
YPOBHA TOMOIIECTENHA C BO3PACTOM IIAITHEHTA, CTAAMEIT
XBII, ceBoporounon xonnenTpanuein PK u pura-
mvuHa By,

Heo0xoAnMO OTMETHTB, YTO HAIIIE HCCACAOBA-
HUe HMeeT psA orpanmdeHnil. PacrpeaeseHue aerei
110 IIOATPYIIIaM B 3aBUCHMOCTH OT ctaaun XDBIT 6pra0
HE BIIOAHE PABHOMEPHBIM IIO BO3PACTY; IIOAIPYIIIIEL
AeTel, TOAyYIaBInxX u He moay4asmunx PK, Osian
He contocTaBuMbl 10 ctaauam XBIT (PK wame npuan-
maan Aetu ¢ 4-5 craausamu XBIT). Boaee tperu (36,7%)
ITAIMEHTOB cocTaBAAAM DoAbHBIE ¢ XBIT B mcxoae I'VC,
TOrAa Kax B o0ruer momyasnun actei ¢ XbI1 mo Aan-
HBIM, ITpuBeACHHBIM B 0030pe I Becherucci, 2016, nx
Aonst cocraBuaa 2% [15], mo aammaeim LII'XK n T'A
3a 2016 r. — 15% (HeonybAuKoBaHHEIC AaHHBIC). B 21O
CBA3U CAEAYET OTMETHTD, YTO HA MOMEHT ODCACAOBAHIA
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y Aereii ¢ I'VC ne Opao npusaakos Tekyrneit TMA,
AKTUBHOI'O BOCITAAHMTEABHOIO ITPOIIECCa, HAPYIIICHIH
KOATYAfIINH, T.C. (DAKTOPOB, AOIOAHHTEABHO K XbII
VCYTYOASIOIINX 9HAOTEAHAABHYIO AHCYHKIIHIO, 9TO
ITO3BOAMAO HAM BKAIOYUTD 9THUX ITAI[HCHTOB B HCCAC-
AoBaHze. Mbl He OIIpeACAIAN H3MEHEHUA UCCACAOBAH-
HBIX [TOKa32TEACH B AHMHAMUKE, YTO HE IIO3BOAHIAO OI1e-
uuTh Bansnaue npuema OK ma yposers romorucrensa
Y OAHHX M TeX e IanuentoB. OTCyTcTBOBaAa IpyIIa
CPaBHEHHA U3 3AOPOBBIX ACTEH, YTO HE ITO3BOAHAO
OIIPEACAUTH CHBIBOPOTOYHBIC KOHIICHTPAIIMH IOMO-
nucrenHa, OK, suramuna By, B AeTCKO momyasinm.
B xauectBe pedpepeHCHEIX BEAHYHH MBI HCIIOAB30BAAL
HOPMATHUBHBIE IIOKA3aTEAH AAOOPATOPHH AU AAHHBIE
nyOAnkarui [12, 13].

Tem He MeHEe, IIOAYYCHHBIC HAMU PE3YABTATHL
IIOATBEP/KAAIOT 3HAYHMOCTD IIPOOAEMBI THIIEPTOMO-
LICTCHHEMUN U €€ CBA3h ¢ ACDUIINTOM BUTAMHHOB
rpymmsr B y marmenros ¢ XBI1, B Tom dncae B AeTckoit
HOHYAHL[I/II/I. HOBBILHeHHbeI ypOBeHb TOMOITMCTEHNHA
peructpupopaacs yixe cpeau aereit ¢ XbIT 1 cr u BeI-
aBaeH Ooaee uem y morosuus (51,8%) aereit ¢ XBIL
ChIBOpOTOUHAS KOHIICHTPAINSA TOMOLICTEHHA AOCTO-
BEPHO HE PAa3AIYIAAACH MEKAY Ipyrramu Aeteit ¢ XBIT
2-5 cr, HO OBIAQ BEIIIIE, UeM V AcTel ¢ XBIT 1 ct. O
AaHHEIE cOOTBETCTBYIOT HabAroaenuam O.B. Hecre-
peHko ¢ coasT., (2016), A.M. MamberoBoii ¢ coaBTo-
pamu (2018), KOTOpPEIE BBIABHAM TMIIEPTOMOLIICTEHHE-
muro y 59,4%-60,9% aereit ¢ XBI1, a tawke ormernan
GoAee BBICOKHIT YPOBEHb TOMOIIUCTEHHA § ACTEIT C He-
bpockAEpO3OM B HICXOAE OOCTPYKTUBHOIO IIHEAOHED-
purta [7], y aereii co cumkernem CK® u Al Ha done
BPOKAECHHBIX IIOPOKOB OPIaHOB MOYEBOI CUCTEMEI [8],
T.€. Y IIAIUEHTOB ¢ DOAEE BBIPAXKECHHBIM IIOYCIHBIM I10-
BpexAeHIEeM. AHAAOTIYHO, B pabote Merouani A et al,
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2001, rumepromorrucrenHeMus OpAa OOAEE PACIIPO-
CTPaHEHHOH y AeTel Ha amasmse (87%), uem y aeTeit
Ha AoAnaAnsHBIX craansax XbIT (35%) [16].

ITockoabKy cHmkeHHE (PYHKITHH ITOYCK ABAACTCH
OAHHM M3 KAIOUEBBIX (DAKTOPOB I'MIIEPIOMOINCTE-
naemMuu |5, 6], AOTHIHO OBIAO OBI IIPEAIIOAOKHTD
AMHEHHOE IIOBBIIIIEHHE CBIBOPOTOYHOIO YPOBHSA IO-
MOIIMCTEHHA OT PAHHUX K IIO3AHHM CTaausaMm XDbDIT.
Taxas AUHAMUKA YPOBHA TOMOIKCTEHUHA ¥ B3POCABIX
6oapupx ¢ XBIT BriBAeHa B padote A.B. Cvuprosa
¢ coasropamu, 2005: cpeAHMIT ypOBEHb TOMOITMCTEHHA
cocraBua 12,6 mkmoab/A v 6oapBIX ¢ XBIT 1-2 cr,
15,8 Mmxmoab/ A y 6oabubIx ¢ XBI1 3 cru 23,8 MxMoAb/ A
upu XbIT4-5 cr [17]. OaHAKO B HAIIIEM HCCACAOBAHUI
yPOBEHb T'OMOIIUCTEHHA HE PA3AHYAACA AOCTOBEPHO
MmexAy moarpyrramu ¢ XBIT 2-5 cr. Meanana coiBo-
POTOYHOIO YPOBHA FOMOIIHCTENHA OBIAA HAUOOABIIICHT
B rpymire Aeteit ¢ XBIT 3 cr. BrisBaena caabas mmoaoxm-
TeAbHAS KOPPEAAIIHSA YPOBHA TOMOLUCTEHHA CO CTAAMEH
XBIT (0=0,300, p=0,002) i oTprIateAbHAA KOPPEAAHA
¢ pCKD (p=-0,283, p=0,004).

Boaee oruerAnBbie KOPPEAAINU OBIAK ITOAYIEHBI
MEZKAY CBIBOPOTOYHBIMU KOHIIEHTPAIIHAME TOMOITHCTE-
nHa 1 BuTaMuHOB By, (0=-0,485, p<0,0001), romorucre-
nua 1 PK (0=-0,394, p<0,0001). V aereit ¢ rammepromo-
LIICTCHHEMUCH OBIAL AOCTOBEPHO HITKE CBIBOPOTOYHBIC
yposuu utamuna By, n OK. Hauboaee auskue yposau
suramuHa By, m OK saperncrpuposanst B rpymire ¢ Han-
GoAce BBICOKHM YPOBHEM TOMOIIICTEHHA — Y ITAIIHCHTOB
¢ XBIT 3 cr. O6parnas KOppeAsnus CEIBOPOTOUHOTO
VPOBHA TOMOLIICTEHHA C ypoBHEM BuTamuHa By, m OK
y Aereir ¢ XBIT ormedena u B pabore A. Merouani
et al, 2001; cerBOpOTOYHAA KOHIIEHTPAIINA TOMOIIHCTE-
nHa OBIAQ 3HAYKMO BBIIIE B IIOAIPYIIIAX ITAIIHCHTOB
¢ yposaem OK menee 21,6 umoas/A (9,5 ur/ma), Bu-
tamuHa By — 522 nmoas/ A (707,3 1ir/MA), gem B KOH-
TPOABHOI IpyIilie 3A0POBEIX AcTeil. [14-10]

CAeAyeT OTMETHTD IITHPOKYIO PACIIPOCTPAHEHHOCTD
HUBKOIT (MeHee 5 HI/MA) CBIBOPOTOYHON KOHIICHTPALIAH
®K B monyasrm aerert ¢ XBIT: 37% cpean marenTos,
ne noAy4arorux PK. Popmaasuo yposens OPK B s10i
IIOATPYIIIIE HE BBIXOAHA 34 HIDKHIOIO IpaHuny pede-
PEHCHBIX 3HAYCHHI Aa6opaTopHH (1,72 Hr/MA). Oa-
HAKO, VYUTHIBAS 3HAYIMOE IIOBBIIIICHIE TOMOIIICTCHHA
Y 9THX IALUEHTOB, MOKHO 3aKAIOYNTH, YTO KOHIICH-
tparust @K menee 5 ur/ma aan aereit ¢ XBIT sBasercs
CyOOIITUMAABPHOM, U B 9TUX CAYYAAX IIEACCOOOPA3CH
npuem OK. AetictBureanno, y aereii, moaygarormx OK,
CBIBOPOTOYHAS KOHIICHTPALINA FTOMOLIUCTCHHA OKA3aAACh
AOCTOBEPHO HHIKE, YEM Y HAITHEHTOB, HE IIOAYYABIIIIX
@K, HECMOTpS Ha TO, YTO B IIEPBOI IIOATPYIIIIE IIPEOD-
Aapaau manuentTsl ¢ 4-5 crapuamu XbI1. MuTepecno,
9TO B 9TOM K€ IOATPYIIIIE OBIAA AOCTOBEPHO BBIIIIE ChI-
BOPOTOYHAS KOHIICHTPALIUA BUTAMUHA By, 9TO TakKe
MOT'AO OKa3aTh BAHMAHHE HA YPOBEHb I'OMOIIMCTEHHA.
DTH AAHHBIE HAAFOCTPHPYIOT ydactue poAaTa u BU-
tamuHa B, B MeTaboAM3Me TOMOIIHCTEHHA U IIOAYEP-
KHBAIOT 3HAYCHIE AOCTATOYHOIO OOCCIICYCHIS 9THMI

OpMI’MHOﬂbeIe CTATbU

BUTAMHIHAMU ITartuenTos ¢ XBII B maane koHTpOAA rH-
IIEPrOMOITUCTEMHEMITH. MOKHO IIPEAITOAOKHTE, YTO
B HAIIIEM HCCACAOBAHUHU OTCYTCTBHE IIPOIPECCUPYIO-
IT[ETO HIOBBIMIEHHUA YPOBHA TOMOIUCTEHHA B IIOAIPYIIIIAX
¢ XBIT4 u 5 cr cfzano ¢ 60Aee BEICOKIM COACP/KAHIEM
BuTamuHa By, 1 @K B 5THX mOArpyIIax, T.e. OTpaKaeT
IpodUAAKTUYIECKOE BAUAHIE BUTAMUHOB IpyImsl B
Ha IPUPOCT FOMOLUCTCHHA IIPYU CHIDKCHHUH (DYHK-
nuit modex. Haspauenue OK ¢ anrmonporexrusHon
7 KapAMOIPOTEKTUBHOI neabto mpu XbBIT nmpeacras-
Asletcst OOOCHOBAHHOI, 110 KpaliHel Mepe, Y IaIHCHTOB
¢ cyborrrumaasHoi KoHneHTpanueir ®PK B cerBoporke
kposu. [ lo Harrremy MHEHIIO, IIEACCOOOPA3EH KOHTPOAD
ceiBopoTounoi Konnenrpanun OK u romonucrenna
na doue teparmu. Aoza PK proaxna ObITH AOCTA-
TOYHOI AAfl IIOAACPKAHUSA €€ KOHIICHTPAIIMH BBIIIC
5 ur/ma. CAGAyeT OTMETHTB, YTO Y HAIIUX ITALIICHTOB
A03a DK 1 Mr/cyr 0kazaaoch AOCTATOYHON AAS 3TOM
meAr. AAf OLEHKH AMHAMUKH YPOBHA FOMOIIHMCTCHHA
na ¢one npuema PK, a Takie AAS OIIpeAcACHHA €€
ONTHMAABHON AAUTCABHOCTH TPEOYIOTCS AdAbHEHIIIHE
HMCCACAOBAHIS.

MEr He BBIIBUAN CAYYACB TSKEAOTO AcDHUITHTA BH-
tamuHa By, cO cHmKeHHEM €ro CHIBOPOTOYHON KOH-
IEHTPAIIMH HUKE pedEePEHCHBIX 3HAYECHHUI CPEAH
aererr ¢ XBIT. Oanaxo, yanTeBas HAAIYHE Y HAITHX
IIAIIEHTOB OOPATHON KOPPEAALIII MEKAY CBIBOPOTOY-
HEIM YpOBHEeM BUTaMuHa By, u roMonmcrenna, mpea-
CTaBAAETCSA IIEACCOOOPA3HON HazHAYeHNe BuTaMuHa By,
B CAyYafX, KOTAQ CBIBOPOTOYHAA KOHIIEHTPAITHA ErO
HPHOAIIKACTCA K HIDKHCH IPAHUIIC HOPMEL

SBasfce OAHEM 13 HPAKTOPOB SHAOTEANAABHOM AUC-
pyHKIIIH, THITEPrOMOIINCTEMHEMHEA CITOCOOCTBYET pas3-
BHTHUIO APTEPUAABHOMN runeprensun. B marmeit pabore
MBI HE BBIABHAHU CTATUCTHYECKH 3HAYHMON CBA3N MEKAY
HaAmdpeM rumnepromonucrenHemun u Al mocaeanss
OAMHAKOBO YaCTO BCTPEYaAACh ¥ ACTEH C IUIIEPIOMOIIH-
cremHeMuell u Oe3 Hee, OAHAKO y Aeteit ¢ Al yposens
TOMOLIUCTCHHA B CBIBOPOTKE KPOBH OBIA HECKOABKO
BBIIIIE, YEM Y A€TEH ¢ HOpMAaABHEIM ypoBHEeM AA. Borss-
ACHHYIO IIOAOKUTEABHYIO KOPPEASALIHIO CEIBOPOTOYHON
kourerTpannu romonuncrenta ¢ CAA n AAA moxsO
OODBACHUTD IAPAAAEABHBIM ITOBBIITIeHIEM AA 1 ypoBHA
TOMOLIICTEHHA C BO3PpacTOM. OTCyTCTBUE CTATHCTHAYC-
CKH 3HAYHMMON CBA3M rurepromonucrenaemun ¢ Al
¥ HAIIKX ITAITICHTOB MOYKHO OTHECTH 32 CUCT CAOKHO-
cru marorenesa Al' mpu XBI1, B KOTOpBII BOBACUECHO
MHOZKECTBO Pa3HOOOPA3HBIX MEXAHU3MOB (AKTHBAIINA
PAAC, 3aaepikka HATPHUA U BOABL, CUMIIATUKOTOHHSA
u T.A.). B 1o e Bpemsa, XBIT 3-5 cr, 00ycaoBAeHHAsA
HEOOPATHUMEIM ITOPAKCHUEM ITOYCK, IMCET AAUTCABHOC,
LIporpeccupyroree Tederre. MoKHO IPEAIIOAOKHUTD,
YTO, HAYABINNCH B ACTCTBE U COXPAHAACH B TEUCHHE
MHOIHX A€T, acconuupobanHnasd ¢ XbIT runepromonn-
crenHeMust OYACT BHOCHTD CYIIICCTBCHHBIN BKAAA B TIOA-
Aepxanre Al' 1 porpeccpoBaHie KapAHOBACKYAAD-
HOI DOAC3HH, 9TO ITOAYEPKUBACT BAKHOCTD MEP II0 €€
IPOUAAKTHIKE H KOHTPOATO.
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3akAroueHue

I'mnepromonmcrennemus y Aereir ¢ XbIT oOna-
PY/KHBAAACH HA BCEX CTAAMAX 3a00AEBAHHA H B IICAOM
BBIABACHA OoAce deM v moAoBHHSL (53%0) mariueHToB.
Kpowme Toro, boaee gem y TpeTH HAIIINX IAITNEHTOB BbI-
apaer Aepurnt OK. OOparnas cBA3b CHIBOPOTOUHOI
KOHIIEHTpanuu romorcrenHa ¢ yposuem K u Bura-
muHa By, OTHOCHTEABHO HH3KHI yPOBEHb TOMOIIH-
cremHa y Aeted, npuHnMaromux OK, moarsepxaaror
POAB 9THX BUTAMHHOB B IIPO(HUAAKTHKE THIIEPIOMO-
IIFICTEMHEMUH 1 HOAYEPKHBAIOT BAAKHOCTD AACKBATHOTO

T.E. Makkparetko, X.M. Imuposa, AJ1. Mysypos 1 coasr.

oOecrregenus umu acreit ¢ XbIl, maunnas ¢ paHHux
CTAAHH.

V aereit ¢ XBIT npeacraBasercs meaecooOpasHbIM
PETyAAPHBII KOHTPOAD CHIBOPOTOYHOH KOHIICHTPAITUN
sutamMuHa By m OK 1 HazHaveHue uX Ipy BEIABACHAN
AeduITHTa € IEABIO IPO(PUAAKTHKY I'HIIEPIOMOLIECTE-
ITHCMHH.

AAS OIIPEACACHIS AHHAMEKH YPOBHSA TOMOLIUCTCHHA
Ha (poHe IpueMa BUTAMUHOB IPyIIIEl B, a Take Aad
OIIEHKHU BAUAHHSA TUITIEPTOMOIIICTEHHEMIH HA KAUHIYE-
ckoe tederre XbIT u pasBurne KapAHOBACKYAAPHOI 6O-
AE3HH Y ACTEH TPEOYIOTCA AAABHEHIIIIE HCCACAOBAHHA.

HWKTO 13 aBTOPOB He MMeeT KOHGIIMKTa MHTEPECOB.
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OnpeneneHMe CKopocTH Kﬂy604KOBOﬁ ¢MHprCILIMM yp,eTeﬁ M NOAPOCTKOB: TEOPETUHECKME U NPAKTUHECKME ACMEKThI OpMI’MHOﬂbeIe CTATbU

B craTbe 06cy2KAar0TCA METOABI H3MEPEHNA C IIOMOIIBIO 9K30I'€HHBIX M 9JHAOTE€HHBIX MapKEPOB KAY0O0U-
KoBOH (puabTparuu u ypasHeHn:A pacyera CK® (pCK®P), npenmyecTsa 1 OrpaHIYECHIA UX UCIIOAB30Ba-
HuA. [ToaApoGHO onuceiBaroTca suAoreHHbIe Mapkepbl CK® — ceiBopoTouHBIi KpeatnHuH u rucratuH C.
IToAuepkuBaercs, uro B coBpeMeHHbIX popmysax pCKP ncroab3yrorcs 3HaYeHUA ITHUX MAPKEPOB, IIOAY-
YEHHBIE TOABKO CTAHAAPTH30BAHHBIMU METOAAMH. AAS CTAHAAPTU3AIMH U3MEPEHNA KOHIICHTPAIIMH Kpea-
TUHHHA IPUMEHACTCA STAAOHHBIN METOA — TAHAEMHAA MACC-CIIEKTPOMETPHA C H30TOIHBIM pa3baBaeHIEM
(isotope dilution mass spectrometry, IDMS) u xaanOpaTopsl O CTAHAAPTHBIM 3TAAOHHBIM MATEPHAAOM
(SRM) xpearuanHa ¢ npucBoeHneM ceprudukarmoHHoro koaa NIST (aaa kpearununa NIST SRM 967).

ITepexoa aaGopaTopuii Ha U3MepEHIE KOHIIEHTPAIUY KPEaTHUHHHA CO CTaHAapTH3anuer mo IDMS
ITOCAY’KHA TOAYKOM K MOAEPHU3ALMH Y>K€ UMEBIINXCA (DOPMYA H IIOABACHHIO HOBBIX YPABHEHHII AASL paC-
gera CK®. IToApo6GHO ONHCHIBAFOTCA MEKAYHAPOAHBIE PEKOMEHAAIINU AAA IIEPBHYHON OLIEHKH II0YEY-
HOI (PYHKIINH C HCIIOAB30BaHHeM KpeatnHuHa KpoBu u pCK®, a mpu onpeaeseHHBIX 00CTOATEABCTBAX,
kxoraa pCK® 1o xpeaTuHUHY AaeT MEHEe TOYHBIH PE3yABTAT, IIPEAAATAETCA BKAIOUATH AOTIOAHUTEABHBIE
yrouHsAromme TecTbl. BaxkHOI1 cocTaBAsIOmIE CTATEH ABAAETCA IIOAPOOHOE OIMCAHHE PACYETHBIX (DOPMYA
CK® B ucTopuvecKoM acIeKTe i 000CHOBAHHE IIPEUMYIIECTBEHHOI'O HCIIOAB30BAHNA B HACTOAILIEE BPeMA
ypasuenmii CKiD U25 u EKFC. OtAeabpHBIE pa3AeAbI paboThI ITOCBAIIEHBI 0co0eHHOCTAM orfeHkn CK®
y AeTeil paHHETr0 BO3PAaCTa, IOAPOCTKOB X MOAOABIX B3POCABIX. BEIA€ACHBI UACTHBIE BOIPOCHI OIIPEACACHHA
CK®, a nmeHHO: y AeTel C TAHKEABIMU COMATHYECKAMH, OHKOT€MATOAOTMYECKIMH 3200A€BAHUAMY, XPOHU-
YeCKHMU HH(EKIMAMH, 2 TAK)KE Y IALIMEHTOB, HAXOAAIINXCA B KPUTUIECKOM cocTosaHuu. B 3akaroueHnn
MNPHUBOAUTCA YETKUN aATOPUTM BbIOOpa popmyasl aad pacuera CKD u rmocaeAOBaTeABHOCTH IIPOBEACHHA
YTOUHAIOIIUX TECTOB B CAy4ae HEOOXOAMMOCTH.

Abstract
Glomerular filtration rate (GFR) is the main indicator of kidney function.

The purpose of the work was to systematize data on methods for measuring and calculating GFR in the
pediatric population and develop an algorithm for a unified approach and a more accurate determination
of GFR.

The article discusses measurement methods using exogenous and endogenous markers of glomerular
filtration and equations for calculating GFR (eGFR), advantages the and limitations of their use. The
endogenous markers of GFR: serum creatinine and cystatin C are described in detail. It is emphasized
that modern eGFR formulas use the values of these markers obtained only by standardized methods. To
standardize the measurement of creatinine concentration, a reference method is used — isotope dilution
mass spectrometry (IDMS) and calibrators with a standard reference material (SRM) for creatinine with
the assignment of a NIST certification code (for creatinine NIST SRM 967).

The transition of laboratories to measuring creatinine concentrations with standardization according
to IDMS served as an impetus for the modernization of existing formulas and the emergence of new
equations for calculating GFR. International recommendations for the initial assessment of renal function
using blood creatinine and eGFR are described in detail, and in certain circumstances where eGFR based
on creatinine is less accurate, it is suggested that additional clarifying tests be included. An important
component of the article is a detailed description of the GFR calculation formulas in the historical aspect
and the rationale for the predominant use of the CKiD U25 and EKFC equations at present. Separate
sections of the work are devoted to the peculiarities of assessing GFR in young children, adolescents,
and young adults. Particular issues of determining GFR are highlighted, namely: in children with severe
somatic, oncohematological diseases, and chronic infections, as well as in patients in critical condition.
The conclusion provides a clear algorithm for choosing a formula for calculating GFR and the sequence
of conducting clarifying tests if necessary.

Key words: glomerular filtration rate (GER), children and adolescents, GER markers, GER calculation equations, creatinine,
cystatin C, CKiD U25

Bseaenue

[Toukn BBIITOAHSAIOT MHOKECTBO (DYHKIIUIT B Opra-
HHU3ME YEAOBEKA, YUaCTBYA B METAOOAM3ME M BBIBEAC-
HUH BEIIECTB, TTOAAEP/KKE 0ObeMa ITMPKYAHPYIOIICH
KPOBH 1 aPTEPHAABHOTIO AABACHUS, BEIPADOTKE SPHTPO-
IIO9THHA, PEIYAAIIUH KICAOTHO-IIIEAOYHOTO U KOCTHO-
MHHEPAABHOTO romeoctasa. CKopocTb KAYOOUKOBOMH

duaprpanun (CK®P) orHOCHTCA K BaKHEHIIIIM (DYHK-
LIHOHAABHBIM IIAPAMETPAM ITOYCK, IIOCKOABKY IIPH €€
CHIKEHUH OTMEYAETCA YXYAIIIEHNE BCEX APYTHX ITOYCY-
merx dyuknumit [1].

CK® - 510 CcKOpOCTB, C KOTOPOH KAYDOOUKH
PUABTPYIOT IAA3MY AAA ITOAYYEHHA YABTPADHAD-
Tpata (IIEPBHYHON MOYH), I B HOPME COCTaBAfCT
90-120 ma/mum/1,73 M? y Aeteil craprue 2-x AeT. Van-
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ThiBasd, 910 CK® HEBO3MOKHO HEITOCPEACTBEHHO H3-
MEPHTb, AAfl STOH IIEAH HCIIOAB3YETCH KAUPEHC HACAAD-
HOTO 3K30I'€HHOTO BEIIIECTBA, KOTOPHII OIIPEACAACTCA
KaK OOBEM ITAA3MbI KPOBH, OUMIIECHHBIH ITOYKAMH
OT AAHHOTO BEINECTBA 3a CAUHHITY BPEMEHH, 4 TaKKe
KAMPEHC SHAOTCHHBIX MAPKEPOB KAYOOUKOBOH (DHAB-
Tparnu u pacyer CKD ¢ mcroAp3oBaHmEM BAAHARPO-
BaHHBIX popmya [1-3].

Onpeaeacnne CKP sBAACTCH AYUIIIIM KAMHIYECKIM
TECTOM AAfA OIEHKH KOAHYECTBA (PYHKIIMOHUPYIOIINX
IIOYEYHBIX KAYDOUKOB M TIO3BOAAET YCTAHOBUTH CTAAUIO
xponmgeckoii 6boaesun novex (XBIT) i BosmokHOCTD
AOHOPCTBA; ITPOTHO3HPOBATH PHCK IIPOIPECCHPOBAHIA
u passuTHA OcAokHeHHH XDBII, mepmonepammonnse
PHCKH U AETAABHOCTB; OIIPEACANTD HEOOXOAUMOCTD
1 KpaTHOCTb HAOAIOACHUA Y HeppoAora, CpoKH hop-
MHPOBAHHA COCYAUCTOTO AOCTYIIA AASl TEMOAHAAN32
1 Ha4aAa 3aMECTHTEABHOM ITOYEYHOH Teparmu; ore-
HUTH O€30IIACHOCTh AUATHOCTHYECKUX TECTOB H IIPO-
HCAyp (H’J.HPI/IMCP, HpI/I HMCIIOAB30OBAHHN peHTFCHOKOH-
TPACTHEIX BEIIECTB); BEIOPATH AO3Y, PEKIM H KPATHOCTD
IIpUEMa ACKAPCTBEHHBIX CPEACTB; BBICTYIIHTH B KAUECTBE
KPUTEPUA BKAFOYCHHA NAU NCKAFOUECHUS, 4 TAK/KE HC-
XOAQ B KAUHHIYECKHX HCCAeAOBaHmsAX [1-3].

[TyGAnKaIusa moAroToBAeHa paboUeil IPyIIIO
B COOTBETCTBHH C PEIICHUEM yIaCTHHKOB Kpyraoro
croaa «Ckopocts KAYOOuKOBOM puabTparu. Borpocst
1 OTBETEH, KOTOPBII ObIA TpoBeaeH 20 cenrsiopa 2023 .
B pamkax XXII Poccutickoro kourpecca «/IrroBanuon-
HbBIE TEXHOAOTHH B IIEAUATPUH H ACTCKOH XUPYPIUI».
Crarps 06001maeT paHee onyOAMKOBAHHBEIE OO30PHI
[2, 3], OOHOBASIA I AOIIOAHSAA IIPEACTABACHHYIO B HUX
nHMOPMAITHIO, A TAKKE COAEPKIT AATOPUTM IIPAKTHYE-
CKUX ACHCTBHI AASL ACTCKUX HE(PPOAOIOB H IICAHATPOB,
IIO3BOASIFOIITHI EATHOOOPA3HO IOAXOAUTB K OITPEACAE-
uuro u orenke CK® y aeTefl 1 TOAPOCTKOB.

OnpeaeseHue TOHATHH

[Ipu onenke CK® mcrioAp3yroTcs psAA HOHATHH,
oTpakaromux MeToAuKy ompeacacHus CK®, a takxke
XAPAKTEPHU3YIOIINX TOYHOCTh PACYCTA IIOKA3ATCAS IIPU
ncrroAb3oBanun opmya 2, 3.

Namepernas CKP (uCK®) — CK®, kotopas ompeae-
A€HA HA OCHOBAHIHU KAMPEHCA SHAOTCHHBIX (KPEATHHIH)
HIAU 9K30TCHHBIX MAPKEPOB KAYOOUKOBOH (DHABTpAIIIN
(MHYAUH, PAAHOU3OTOIIHBIE M PEHTICHOKOHTPACTHBIC
BEILIECTBA).

Pacuermas CK® (pCK®P) — CK®P, paccyurannasn
C HCITOAB30BAHHEM COOTBETCTBYIOIINX (DOPMYA, OC-
HOBAHHBIX HA M3MEPEHUAX KPEATHHUHA U/ UAM IUCTA-
trHA C CBIBOPOTKH KPOBIL

Baamaarusa gpopMyABI — OITpeAeAEHIE COOTBETCTBHA
uCK® u pCK®. Buyrpernsas BAAHAALIS BBIIOAHACTCH
IO AAHHBIM BCEN OA3BI MAW €€ 9aCTH, UCITOAB3OBAHHON
pu paspaborke popmyAsl. Buernaa BaruAarus Bol-
IIOAHACTCA APYTHMHE HCCACAOBATEASIMU HA APYTHX 0a3aX
IAIFEHTOB.

188 Hedponorua u guanus - T. 26, N2 2 2024

C.B. Baitko, EH. Kynakosa, M.E. Akcérosa u coasr.

Omnenxa Tognocta dpopmyast pCKD — mpoBoauTes
Ha ocHose Py 1 P53, KOTOpBIE OIIPEAEATFOTCA KaK IIPO-
LIEHT PACCYUTAHHBIX C IIOMOIIBIO KOHKPETHOH op-
myasr sHageHIH CK®, KOTOpBIE OKA32ANCH B IIPEACAAX
£10% u £30% or uCK® coorsercrsenno. Hampn-
mep, Aas Psg, ecan uCK® pasua 60 ma/mun/1,73 M2,
to amamason £30% or Hee OyAeT COCTaBAATH OT 42
AO 78 MA/muH/ 1,73 M2,

P sBAfIETCA HAMOOACE YACTO UCIIOAB3YEMBIM MeE-
ToAOM oreHkn TouHocTH pacdetra CK® mpnm pas-
pabotke dopmya [3-5]. B pykosoactse “K/DOQI
Clinical Practice Guidelines for Chronic Kidney Disease:
Evaluation, Classification and Stratification” ormedeno,
ugt0 ecau 75% paccanrannmix sHadennit CK® maxo-
Asres B mpeaesax £30% ot uCK® (P3,=75%), To To4-
HOCTB pacyera 110 9TOH POPMYyAE MOKET PACCMATPHU-
BATHCA KAK AOCTATOYHAA AASl IIPHHATUA OOABIIIMHCTBA
KAHHUYECKHUX PEIICHUIN, B TOM YHUCAEC B ICAUATPUH
[3, 4]. OAHaKO AAf BCEX BHOBB Pa3padaTBIBACMBIX (DOP-
MYA AASl BPOCABIX B TOM 7K€ AOKYMEHTE PEKOMEHAYETCA
mokasateAb P3;=>90% [3, 4]. DkcmepTsl CYUTAIOT, YTO
P3,=80-90% sBAACTCA AOCTHAKUMBIM M PEKOMEHAYEMBIM
YPOBHEM Ha COBPEMEHHOM 3Tate [3, 6].

DK30reHHbBIEe MapKePhI KAYOOUKOBOIT
duabTparuu u metoAs! nsmepenus CK®

VAeaABHBIN 5K30T€HHBII MapKeP AASL OIIPEAEAEHHS
CK® AoAKEH OTBEYATH CACAYIONIUM TPEOOBAHUAM:
CBODOAHO H IIOAHOCTBIO (DHABTPOBATHCSH B IIOYEUHOM
KAyOOUKe, HE CEKPETHPOBATBCA U HE peabcopObupo-
BATBCA B KAHAABI[AX, HE CBA3BIBATHCA C OCAKAME ITAA3MB,
HE METADOAH3HPOBATHCA B ITIOYKAX U APYTHX OPraHaX,
OBITb MHEPTHBIM U HE TOKCHYHBIM, BRIACAATBCA U3 Opra-
HI3MA HCKAFOYUTEABHO ITOUKAMI, ACTKO H3MEPATHCA KAK
B ITA23ME, TAK H MOYE, OBITh HEAOPOTHM U AOCTYIIHBIM
Ha (DaPMAIIEBTHYECKOM PhIHKE [2, 7, 8].

K sk3orennpivm mapkepam CK® oTHOCAT HHYAHH,
PAAMOU30TOITHBIC BEICCTBA: AUSTUACHTPUAMUHITCHTA-
YKCYCHYIO KHCAOTY, MEUeHHYIO Texuermem-99 (P9 Tc-
DTPA), oTuACHAHAMIHTETPAYKCYCHYIO KHCAOTY, Me-
gennyro xpomom-51 (C1Ct-EDTA), ffoTaramar ¢ MeTKOI
fioaom-125 (12°I-fioTanamar) u peHTICHOKOHTPACTHbIE
cpeAcTBa (IOT€KCOA B HOTAAAMAT).

Aas nceaeposanna CK® ucroApsyroTes KALPEHCO-
BBIC METOAHKH ITO MOYE, KOTAA BEIIECTBO OIIPEACAACTCS
U B IIAa3Me B MOYe (HHYAUH, HOTAAAMAT) U IIO IIAA3ME,
KOTAQ KOHIICHTPAIINA BEIIECTBA U3MEPACTCA TOABKO
B IIAA3ME II0 IIPUIHHE €rO BRIBEACHUSA ITOUKamu (io-
TEKCOA), 4 TAK/KE METOAUKI CITHHTUIPADUN PAAHOAKTIB-
HOI aKTHBHOCTH BEIIIECTB, SKCKPETHPYEMBIX IIOUKAMH
(I Te-DTPA, >!Ce-EDTA, '%I-itotasamar). [Toueumsie
KAMPEHCH HHYAMHA U HOTaAaMaTa ABAAFOTCA HANOOAEE
tounsiMu B m3mepennn CK®, mmodedHsIil n mra3mMeH-
ueiit kauperc 21Cr-EDTA, nmaasmMeHHBI KAUPEHC HO-
reKCOAd HECKOABKO YCTYHAIOT UM [2, 6, 7].

VuaursBas pAA (pakTopoB, TAKUX KaK AOPOTOBHU3HA
(mHYAMH, HOTAAAMAT), OTCYTCTBUE CTAHAAPTH3AITHI Me-



Onpenenetine ckopocTm Kiyb0ouKoBO# GUALTPALMK Y ETEH U NOFPOCTKOB: TEOPETUYECKUE M MPAKTUYECKAE ACTIETb

toaa (nayant, " Tc-DTPA), TokcHIHOCTB (HOTEKCOA),
HEOOXOAHMMOCTD HAAUYNSA PAAHOH30TOITHOM AaDOpaTo-
pun (P™Tc-DTPA, S1Ct-EDTA, ?>I-fioTaramar), AaH-
HbBIE METOABI HE HAIIAH IIIHPOKOTO PACIIPOCTPAHEHHUA
B PYTHHHOH KAMHUYECKOH IIPAKTHKE, 4 HEKOTOPEIE
U3 HUX UMEIOT IIPUMEHEHIE TOABKO B HAYIHBIX FICCAE-
AOBaHUAX (HHYAHH) [2].

B pexomenpanuax KDIGO (Kidney Disease:
Improving Global Outcomes, 2012) mpeasaraercs
n3MepATh CK®P ¢ mOMOIIBIO 3K30I€HHEIX MAapKEPOB
(PEABTpAIIIM B CHTYAITHAX, KOTAA DOACE TOUHASA OLICHKA
CK® Gyaer BAuATS Ha BEIOOP Tepariu (HAIPHMED, IIPH
AOHOPCTBE OPTaHOB HAH AO3UPOBAHUH TOKCHYECKUX
upenaparos) [2, 9, 10]. Beicokocnernmasnsuposanubie
HePOAOTHIECKIE IIECHTPBI AOAKHEI PACITOAAraTh BO3-
mozxaOCTAMHI otpeAeaetns CKP ¢ momorpio sk30reH-
HBIX Mapkepos [2].

DHAOreHHbIE MapKePHI KAyOOUYKOBOI
duspTpanUH

HawnbGoaee XOpOIIO H3yIEHHBIM 9HAOTCHHBIM Map-
kepom CK® fgBASETCA CHIBOPOTOUHBIH KPEATHHHH
(MoAekyAsipHas Macca 113 Aa) — KOHEUHBIN IIPOAYKT
AechocOpUANPOBAHIA B MBIIIEYHON TKAHI KPEATHH-
docdara, KOTOPBI B CBOIO OYIEPEAb OOPA3YETC U3 Kpe-
ATHHA, CHHTE3HPYEMOTO B IICYCHH, IIOYKAX H ITOAKE-
AYAO‘E[HOI/I KEAE3€ nU3 apFI/IHI/IHa, TAWUIIMHA, METUOHMHA
[11-13].

meercs psA pU3HOAOTHYECKUX H ITATOAOTHYECKIX
COCTOAIHUH, KOTOPHIE BAHAIOT HA YPOBEHb KPEATHHHHA
KPOBH, YTO OTPAKACTCA HA U3MEPEHUU HAH pacyere
CK®, oanako He cBA3aHO ¢ PYHKIIHOHAABHBIM COCTOS-
HueM 1odex |2, 9-19]:

* BO-IIEPBHIX, YPE3MEPHAA MBIIIIEIHAA MACCA (ATACTH)
HAHM Pa3MepHl TeAd (OKHUPEHNE) OYAYT aCCOIIMUPO-
BAHBI C OOAEE BBICOKHMH HU(PAMHI KPEATHHUHA,
a BRIpaKeHHOE ncronienue (OEAKOBO-3HEpreTHYe-
CKasfg HEAOCTATOYHOCTD, HEPBHAA AHOPEKCHA) HAN
HEHPOMBIIIIEIHbIE 3a00AEBAHNA, IPOTEKAIOIIIIE
C IIOTEpPE MBIIIEYHOH MaCCH (MHOAUCTPOMDHA, ITa-
PALIACIHA H Ap.), OYAYT COIIPOBOKAATHCA IIPOTUBO-
HIOAOKHBIM 3(peKToM;

* BO-BTOPBIX, KPCATHHHH HE TOABKO CBOOOAHO (PHAB-
TPyeTca B KAYOOYKAX, HO YaCTh €r0 CEKpEeTUpyercs
B IIOYCYHBIX KAHAABIIAX, YTO IIPHBOAUT K 3aBBI-
mennro ucruaHod CK®, u ara mepeonenka mpu
nusknx 3Hadennax CK® moxer ObITh HEmpea-
CKA3yeMOH M BAPBHPOBATH § OAHOTO M TOTO K€
geAoBeKka. KaHAABIIEBYIO CEKPEIIMIO KpEeaTHHHHA
CHIZKAIOT TAKHE IIPEIAPATHI, KAK TPUMETOIIPUM,
nuMetuAnH, penodudpaT, IPUBOAL K €IO AOK-
HOMY ITOBBIIICHUKO B KPOBI/I HPI/I HEU3MCHHOMN
CKO;

* B-TPETBHX, HA YPOBEHD CHIBOPOTOYHOIO KPEATHHIHA
MOZKET BAHATD YIOTPEOACHHE B ITUIIY TEPMUUECKI
00pabOTAHHOTO MACA M PHIOBI, IIPHEM ACKAPCT-
BEHHBIX CPEACTB (ACKCAMETA30HA, 43ACETPOHA 1 AP.),
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KOTOPBIE B KA4€CTBE OAHOTO M3 KOMIIOHEHTOB OY-

epa coaepxaT KpeaTHHIH;

* B-UYETBEPTHIX, Y HAIIMEHTOB HA IIPEAAHAAN3HEIX CTa-
Ansx XDBIT kuredqnas kpeaTnHIHA32 CIIOCOOCTBYET
BHEIIOYECYHON SAVMHWHAITNN KpCaTI/IHI/IHa, I/IHFI/I6I/I—
POBaHIE KPEATHHHHA3BI Ha (DOHE ACUECHHMS AHTHONO-
THKAMI MOZKET IPHBOAHTD K TTOBBIIIICHIIO KPEATH-
HHUHA KPOBH;

* B-IIATBIX, ITOCKOABKY KPEATHH (IIPEAIIIECTBEHHIK Kpe-
ATHHUHA) CUHTE3UPYETCA IPENMYIIECTBEHHO B IT€-
YEHHU U ITOYKAX, TO 3a00ACBAHUA IICYCHH, CEIICHC
M AP. MOIYT OKA3BIBATH BAHAHFE HA €I0 0OPa30OBaHNE.
B nepBrie HEACAHW KH3HM YPOBEHb KpEaTHHHHA

KPOBU § HOBOPOKACHHBIX B OOABIIEH CTEIICHH 00-
YJCAOBAEH €r0 HAKOIAGHHEM 32 CYET TPAHCIIAA-
LEHTAPHON IEPEAAYN OT MaTepH M peadbcopOrmeit
B ITOYEYHBIX KAHAABIAX, YTO OTPAHUIHBACT HCIOAD-
30BaHHE 3TOro Mapkepa AAA onpeseserns pCK®
y A€Tel MAaAIIe OAHOro Mmecana sxusuu [2, 11, 18,
20, 21].

K oanoit us nepserx metoaux usmepenns CK®, mc-
ITOAB3YEMOM M ITO HACTOAIIEE BPEMA B KAMHHYICCKOM
IIPAKTHKE, OTHOCHTCA KAUPEHC IT0 SHAOTCHHOMY KPeaTH-
muny. [Ipr nameperny 24-9acoBoro KARpEHca 110 9HAO-
reHHOMY KpeaTuHuHy: pedeHok B 7.00 yrpa oropoKHaeT
MOYEBOH ITy3BIPh B YHUTA3 H C 3TOIO IIEPUOAA BPEMEHI
HAYMHACTCA COOp MOYH B OAHH KOHTEHHEp Ha IPOTA-
KeHNU CyTOK, B 7.00 CAEAVFOIIIETO AHSl OIIOPOKHAETCH
MOYEBOM ITy3BIPb ITOCACAHUI pa3 B KoHTeHHep. [ Ipons-
BOAHUTCA M3MEpEHNe 0ObEMa MOYN 34 CYTKH H OepeTcs
ee 11po0a AASl OIIPEACACHHUSA KPeaTHHUHA. 3200p KPOBH
AASl I3MEPEHHA KOHIEHTPAIINN KPEATHHIHA MOKET
IIPOBOAHUTBCA B TEYEHHE IIEPHOAA COOpA MOUH (JaIie
B ACHb OKOHYaHHUA cOOpa) [2]. Pacuer kauperca 1o -
AOTEHHOMY KPEATHHUHY IIPOM3BOAUTCA HA OCHOBAHII
dopmyaer 1.

0O6bem moun, Mn
MCKO =220, wn

1,73 m?2
Mnowasb NOBEpXHOCTM Tena, M2

KpeaTuHWH Moun, MKMonb (Mr/an)
KpeaTuHWH CbIBOPOTKU, MKMOSTb (Mr/gn)

(popryra 1)

20e, UCK® — knupeHc no 3HO02eHHOMY KpeamuHUHY, M/MUH/1,73 m2,
1440 MUH - Konu4ecmeo MuHym e cymkas, 1,73 M2 - cmaHOapmHas no-
8EPXHOCMb MeJ1a 83p0C/I020 HE/108€Kd.

Bo Bcex cayuansx uCK® poaxua OBITE COOTHECCHA
K maormaAn nosepxaoctn teaa (IIT) peberxa. Oamoit
13 HanbOAEE IMUPOKO HCITOAB3YEMBIX (POPMYA pacuera
[T sBaserca dpopmyaa Mocreasepa (Mosteller, hop-
myaa 2) [2, 7, 22].

MNT =/ Bec (kr) X pocT (cm) / 3600

(Popryaa 2)

Ha ceroans cymecTByeT MHOKECTBO OHAAMH KAAb-
KYAATOPOB, KOTOPBIE ITO3BOASAIOT OBICTPO PACCUUTATH
[IIT y Aereit pasapivMu MeToAamn [23].

Bo mmorom ms-3a morpemuoctu B cOope CyTod-
HOHM MOYH, CEKPEIMH YaCTH KPEATHHUHA ITAA3MBI 110~
MEMO HABTpannu (OCOOEHHO HA IIPEAAMAAM3HBIX
crapnax XbBII) u 3aBECHMOCTH €ro ypoBHA B KPOBH
OT MHOTHX BHEITHUX ¥ BHYTPEHHUX (PaKTOPOB CHHU3H-
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AACh IIPHOPUTETHOCTD U3MEPEHHA KAUPEHCA IO SHAO-
reHHOMY KpeaTnnuny npu orenke CKO [2].

Apyrum nepCIrieKTuBHBIM 3HAOTEHHBIM MapKepoM
royeqHON uapTparun Apagerca nuctarua C — Hus-
KoMoAekyAfpHbIiT Oeaok (13400 Aa), marndburop 1m-
CTEMHOBBIX ITPOTEA3, KOTOPBIH IPOAYITHPYETCA BCEMHI
AAPOCOAEPKAIIUMI KACTKAMH OPTaHH3Ma C IIOCTO-
AHHON CKOPOCTBIO M KOHTPOAHPYET BHEKACTOUHBII
mporeoAns [13]. B oramuane ot Apyrux 6eAkoB cemedi-
crBa nucTaTHHOB rucTatud C He OIpeAeAseTca BHY-
TPUKAETOYHO, OOBEM €0 PACIIPEACACHUSA OIPAHIICH
BHEKACTOYHBIM ITpocTparcTBoM. [Tocae uaprparnun
B IIOYEYHBIX KAYOOUKax IICTaTuH C ITOYTH IIOAHOCTBIO
peabcopOupyercs B IPOKCUMAABHBIX KAHAABIIAX C I10-
CACAVIOIINM KaTAODOAM3MOM B KAECTKAX SIIHTEAHA, I10-
3TOMY KOHIICHTPAIIHA €r0 B MOYE Y 3AOPOBBIX AFOACH
OYEHb HU3Kaf, 2 MOYCIHBIE KAUPEHCH HM3MEPEHUA
CK® menundopmarusust |2, 13]. Konmenrparus mu-
cratnHa C B CBIBOPOTKE KPOBH HE 3aBUCHT OT OOBEMA
MBIIIIEYHOM MACCHI, ITOAQ, PACHI, AHETBI F IMEET HU3KYIO
MEKMHAMBHAYAABHYIO BapHabeAbHOCTH (25%0 110 cpaB-
HeHnio ¢ 93% y KpeaTHHHHA), YTO AEGAAET €ro DoAee
HepcreKTHBHEIM Mapkepom onpesesenns CKO [13,
24-26]. OaHAKO Ha €ro ypOBEHb B KPOBU MOIYT BAHATD
IIPUEM IAIOKOKOPTHKOCTEPOHAOB, THIIO- HAH THITEP-
THPEO3, IINTOIICHNS, OKUPEHHE, BOCIIAACHUE, KYPECHIE
(2, 13, 27-31].

Hecmorps ma T0, uro nucratnn C npakTiyaeckn
He IIPOHUKACT YepPes3 IIAALICHTAPHBIH Oapbep, HANOOAB-
IIII€ €r0 CBIBOPOTOYHBIE KOHIIEHTPAIINN BBIABAAIOTCA
B IIEPHOA HOBOPOKAECHHOCTH, KOTOPBIE 3aTEM IIOCTe-
IIEHHO CHIKAIOTCA B TEYCHIE IIEPBOIO FOAQ KU3HIH, OT-
paxas AmHamuky nsmenenus CKO. [Tocae 1 roaa wusan
yposenb nuctaruaa C crabnAN3upyeTcs ¥ He OTAMYA-
€Tcs OT TAKOBOIO Y B3POCABIX [2, 13, 32].

MCTOALI OIIPEACACHUA DHAOI'€HHBIX MAPKEPOB
" UX OIPaHUYCHUA

KonnenTpanus KpeaTHHUHA B CBIBOPOTKE KPOBH
H3MEPAETCA C HCIOAB30BAHNEM KOAOPHUMETPHUYECKOI
peaxnuu fdde nan dpepmenTaTUBHBIX (9H3UMATHIIC-
ckux) MeToAoB [12, 33, 34].

Xummaeckas peaknns Sdde ocnosana Ha B3an-
MOACHCTBHN NHKPHHOBOHM KHCAOTH C KPEATHHHHOM
B INEAOYHOM CPEAE C 0OPA3OBAHIEM OPAHKEBO-KPACHOI
OKPACKH, H3MEPAEMOI (hOTOMETPOM ITPU AAMHE BOAHDI
500-560 rm. OAHAKO 3TO HE HOAHOCTBIO CIEIIUIHAS
peaknusa AAfl KpEATHHUHA, IIOCKOABKY ITHKPAT MOZKET
B3aHMOAEHCTBOBATH C ADYTHMH BEIIECTBAMHU, OOPa3ys
TAK Ha3BIBAEMBIC IICEBAOXPOMOTIEHbI, KOTOPBIE ITO CBOEIT
CBETOOIITUYECKOH ITAOTHOCTH TIOITAAAIOT B CITEKTP Kpe-
ATHHUHA, TIPHBOAA K AOKHOMY 3aBBIINEHUIO (TATOKO34,
KETOHBI, ACKOPOMHOBAA KHCAOTA, MOYEBasA KHCAOTA, Iie-
daxaop, 11eda30ANH, THIIEPALTUTAATH, HUTPOPYpaH-
TOMH, ACIHPUH, NOYIPOMEH 1 AP.) HAH 3aHHKEHHIO
(buanpybun, N-aretHAIrcTenH, HETAABHBINA TEMO-
rAOOMH, AOTIAMUH, AUTIEMHSA) €I0 MCTHHHBIX 3HAYCHUI
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[2, 12, 35]. Metoa Sdde B mocaeayrorenm mpereprea
MHOTO MOACPHU3ANUI (KHHETHIECKHI METOA € U Oe3
ACTIPOTEHHU3AIIH, KOMITEHCHPOBAHHBIH N HEKOMIICH-
CHPOBAHHBIH), HO, TAK U HE YAAAOCH IIOAHOCTBIO HIC-
KAFOYNTD BAHAHIE IICEBAOXPOMOIEHOB Ha PE3YABTATHI
usMepenus kpearuanHa [2, 12, 35, 36].

DepMEHTATUBHEIE METOABI OIIPEACACHHA KPEaTH-
HIHA OCHOBAHBI HA PA3AMYHBIX U ITOCAEAOBATEABHBIX
pEAKIUAX PaspyIleHUs KPEATHHHHA AO KPEATHHA HAH
6oaee MeAKHX cyOcranimii. CanTaercs, 9To 9T METo-
AVIKH B MEHBIIIEH CTEIICHH ITOABEPKEHBI BO3ACHCTBIIO
uHTEpEPUPYIOMNX BenecT (ACKOPOMHOBOM KIHC-
AOTBI, OMAMPYOHHA, AOIIAMUHA) HAa PE3YABTATHI H3ME-
peHms KpearuHuHA (2, 35-38]. DH3MMATHIECKIIT METOA
XapakTepusyerca DOAee BEICOKOH UyBCTBUTEABHOCTBIO
1 CIIEIU(DIIHOCTBIO OIPEACACHHA KPEATUHIHA B CPAB-
Henun ¢ peakrmeit dde, aro aeraer ero 6oaee mpea-
IIOYTUTEABHBIM AAf IIPAKTHYECKOIO IpuMeHeHus [12,
37, 38]. Omunbka u3MepeHus HU3KUX KOHIIEHTPALINT
KPEATHHHHA, YTO XaPaKTEPHO AAf ACTEH MAAAIIETO
BO3PACTa, OCOOEHHO HEAOHOIIICHHBIX U MAAOBECHBIX,
MeHbIIIE IPH (PePMEHTATHBHEIX METOAAX HCCACAOBAHIA
(2,12, 13, 39, 40].

M3mepenre KOHIEHTPAIINN KPEATHHUHA B AHIIC-
MHYECKOM HAM TEMOAH3HPOBAHHOM CHIBOPOTKE COIIPS-
KEHO C BBICOKOH YaCTOM OIMOOK, Kak pu (pepmeH-
TATHBHOM aHaAmse, Tak u peakiuu Adde. ITo aroit
HpI/I"II/IHe 9TH METOAUKH B AAHHBIX CAY‘I’(].HX HC pCKO—
MEHAYETCS IIPUMEHATD, & HEOOXOAUMO HCIIOAB3OBATH
METOABI JKHAKOCTHOM XpOMaTorpadHn ¢ TAHACMHOI
Macc-CIIeKTpoMerpuei |2, 38].

Ao 2006 roaa OTCyTCTBOBAAA CTAHAAPTHU3AIIUA Me-
TOAOB M3MEPEHUA KPEATUHHHA, ITO IIPUBOAUAO K HE-
COBITAACHHIO 3HAYCHUI €ro KOHIEHTPAIINU § OAHOTO
H TOTO 7K€ YEAOBEKA IIPU aHAAN3E IIPOD B Pa3HBIX A20O-
paTopusx. C IEABIO YCTPAHCHHUSA 9TUX PA3AHYUI AaDO-
paropHOI paboueit rpymoi HarmonaapHo# 06paso-
BATEABHON IIPOrpamMMel 110 OoAesHam 1odek (National
Kidney Disease Education Program, NKDEP, CIIIA)
OBIA Pa3pabOTAaH IIAAH BCEMUPHOH CTAaHAAPTU3AIIHH
U TIOBBIIIEHHA TOYHOCTH OIPEACACHHUA KOHIICHTPAIINI
kpeatnnuHa [36]. OcHOBHAA HAEA 3AKAIOYAAACH B TOM,
9TO BCE AADOPATOPUH HCITOAB3YIOT KAAHOPATOP C TOYHO
YCTAHOBACHHON KOHIIEHTpPAITHEH KPEATHHMHA, OIIpe-
ACACHHOH METOAOM TAaHAEMHOM MaCC-CIEKTPOMETPUHI
B COYETAHHUH C KHAKOCTHOM HAH Ia30BOM XPOMATOIpPa-
dueii. [Tocae KaAHOPOBKHE OHOXUMUYECKOTO AHAAN3A-
TOpPA AIIAPaT BHICTPANBAET KAAUOPOBOYHYIO KPHBYIO,
BBOAA IIOIPABOYHEIE KO3(D(UITHEHTBI, YTO IIPEAIIOA-
racT IOAYYCHNE OAMHAKOBBIX 3HAYCHUIT KPEATHHITHA BHE
3aBHCHMOCTH OT METOAA U3MEPEHHSA (SH3UMATHUECKII
nau Sldde) u hupMsl TpousBoAUTEAA alapaTa. Takum
00pa3oM, AAf BCEX ITPOM3BOAUTEACH AHAAN3ATOPOB pe-
KOMEHAOBAHO HCIIOAB30BATH CTAHAAPTH3AIINIO H3MEpe-
HHA KPEATHHHHA K 3TAAOHHOMY METOAY €TI0 OIIPEACAE-
HUA — TAHAGMHOH MACC-CIIEKTPOMETPHUH C H30TOITHBIM
paszbasaernenm (isotope dilution mass spectrometry,
IDMS), a KaAHOpPaTOPBI C KOHTPOABHBIMHI IIPOOAMIL, CO-
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OpMI’MHOﬂbeIe CTATbU

Ta6nuua 1| Table 1

PedepeHcHble 3HaUeHMA KpeaTNHNHA CbIBOPOTKM KPOBU Y fleTell, onpefesieHHble CTaHAapTU30BaHHbIMY MeToAamu [42, 43]

Reference values of serum creatinine in children determined by standardized methods [42, 43]

KpeaTtuHuH, metop Adpde, MKmonb/n

KpeaTuHWH, SH3MMaTNn4eCcKnin MeTol, MKMonb/n

Bospact Manbunkn NeBoukn Bospact Manbunkn NeBoukn
0-<15 pHen 37,1-92,8 37,1-92,8 0-<15 pHen 28,3-81,3 28,3-81,3
15 gpHen-<1r. 27,4-46,9 27,4-46,9 15 pHem—-<2T. 8,8-31,8 8,8-31,8
1-<4 net 34,5-48,6 34,5-48,6 2-<5net 17,7-38,0 17,7-38,0
4-<7 net 38,9-57,5 38,9-57,5 5-<12net 27,4-53,9 27,4-53,9
7-<12net 46,0-61,0 46,0-61,0 12-<15 net 39,8-71,6 39,8-71,6
12-<15 net 50,4-70,7 50,4-70,7 15-<19 net 54,8-95,5 43,3-74,3
15-<17 net 57,5-92,0 52,2-76,0
17-<19 net 61,0-97,3 53,1-77,8

ACPKAITIIMUI CTAHAAPTHBIA 9TAAOHHBIH MaTepras (SRM)
KPEATUHHIHA, AOAKHBI HIMETh COOTBETCTBYFOIIHI ITPH-
cBoeuHbll ceprudukanuonubil koA NIST (aas kpea-
tranaa NIST SRM 967) [2, 11, 12, 41]. Heobxoanmo
TAK/KE OTMETHTD, YTO KAAUOPATOPHI, CTAHAAPTH30BAH-
meie 110 IDMS, mprMeHsroTcs TOABKO Ha COBPEMEHHBIX
ABTOMATUYECKHX OMOXHMMHIYECKIX aHAAM3ATOPAX.

[Ipm MCITOAB30BAHMH CTAHAAPTH3OBAHHBIX METO-
AUK OIIPEAEACHHA KPEATHHHHA KPOBU €ro pedepeHc-
HBIC 3HAYEHUSA B 3aBUCHMOCTH OT BO3pacTa OYAyT He-

Pe¢epeHcHble 3HaueHus yuctatuHa C cbiIBOPOTKM KpoBu Yy AeTen [49, 50]

Reference values of cystatin C in children [49, 50]

CKOABKO OTAHYATBCA OT TEX KOTOPBIE HCIIOAB3OBAAKICH
pamee (ta0a. 1).

Aast msmepenns nucratuaa C HCIOAB3YIOTCA Me-
TOABI TYPOOAUMETPHUH, HEPEAOMETPUN U UMMYHO-
(pArOOpECIIEHTHBII AHAAN3, U3 KOTOPBIX ABA IIOCACA-
HHUX ABAAIOTCA Hamboaee TounbsmMu [2, 13, 44-40].
C 2010 roaa meroanka msmeperns nuctaruaa C craa
CTAHAAPTH30BAHHON OAAroAaps paspaboTKe KaAnOpa-
Topa ¢ sraroHHEIM MatepuasoM ERM-DA471 /IFCC
(International Federation of Clinic Chemistry), koTopbiit
HCITOAB3YETCH AAfl BCEX IIPOU3BOAH-
TeAer pearentos rucraruaa C [47].
Ha pesyabraT n3amepenns nucraTuHa
C KpoBH He BAHAIOT KOHIICHTPAIINN

Ta6bnuua 2 | Table 2

OHAHPYOHHA, AUIIHAOB I TEMOTAO-

Bospacr KoHueHTpauua Lucratuna C (mr/n
P uerTpauna U (ar/n) Ouma |2, 48]. Pedpepercreie 3HaUCHIA
HERoRoLeHble 1422021 mucratuna C y AeTel IPEACTABACHE
[OHOLLEHHble 1,33+0,20 B TabAMIIE 2.
3 mec. 1,20£0,26 AAA MCKAIOYEHUA HETOYHOCTEN
6 mec. 0,98+0,22 npu onenke CK®, coraacuo peko-
Manbunkm AeBoukn merpaanuam KDIGO (2012), kpea-
T— TUHHH KPOBH U MouH, Iuctatud C
1 o 074 097 122 074 0,96 120 KPOBH AOAKHBI U3MEPATHCA C HC-
ITOAB30BAHIEM METOAOB B ODS3aTCAB-
2ropa 0,67 0,88 1,10 0,67 0,87 1,08
HOM IOPSAKE CTAHAAPTH3OBAHHEIX
3 0,65 085 1,06 0,64 083 1,03
rona o IDMS u IFCC |2, 9, 10].
4 ropa 0,65 0,85 1,06 0,65 0,84 1,04
5 net 0,65 0,85 1,07 0,66 0,86 1,06 D opMyABI pacueTa CKOPOCTH
6 net 0,65 0,86 1,08 0,67 0,86 1,07 KAy00uKOBO¥ (hUABTPAITUH
7 net 0,65 0,86 1,09 0,67 0,87 1,07 M UX OTPpAHMICHIA
8 net 0,65 0,86 1,09 0,68 0,87 1,08
CoraacHO MEKAYHAPOAHBIM PEKO-
9 net 0,66 0,87 1,10 0,68 0,88 1,09 -
MCEHAALIUAM AAS IIEPBHYHON OLICHKI
10 net 0,66 0,87 1,11 0,68 0,89 1,11 HOYEeUHON prHKIII/II/I HEODXOATMO
11 net 0,67 089 113 0,69 091 1,14 HCIIOAB30BATD IIOKA3ATEAN KPeaTH-
12 net 0,69 0,92 1,17 0,68 0,91 1,16 HuHa B ceiBOpOTKe Kpou u pCK®,
13 net 0,72 0,95 1,22 0,66 0,89 1,14 a4 IIpU OIIPCACACHHBIX 00CTOATEAD-
14 net 0,74 0,98 1,24 0,64 0,86 1,11 crsax, koraa pacaer CK® 1o yposHro
15 ner 074 0,07 123 0,63 084 1,0 KPEATHHITHA B CBIBOPOTKE KPOBH AACT
MEHEE TOYHBII PE3YABTAT, IPEAAAT-
16 net 0,73 0,95 1,20 0,62 0,83 1,07
€TCsA BKAIOYATh AOITOAHHTEABHBIC 1C-
17 net 0,71 092 115 0,61 0,81 1,05

CACAOBAHHSA (HATIPUMEDP, OIIPEACAE-
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OerMHaanue CTaTbH

aue rcraTuaa C HAU H3MEPEHHE KAUPEHCA) B KAYCCTBE
yroussromux tectos [2, 9, 10].

Brepssie pacuernasn dpopmyaa CKP aas aerett Opraa
npearoskena I HIsapuem (G. Schwartz) B 1976 roay
(dbopmyaa 3) [51]. OcHoBa 3TOrO ypaBHEHNS AKTYaAbHA
U HA CETOAHSIIHIN ACHB, MHOKECTBEHHEIC HU3MCHCHUA
IIpeTepIIeA TOABKO K0apumumenT k.

PCK® =k X pocT (cm) / KpeaTuHUH coiopoTky (Mr/an)  (opryia 3)

B oanom Bapnarrre dpopmyast [Isapra (1976) ¢ mmo-
cacaHelt moaudukarrett B 1987 roay
(pCK®Dyy1, 1987) [52-55] BO3pacTHOM
KoaddurmenT nepecuera k cocras-
AfIA AASL AOHOIIICHHBIX HOBOPO/KACH-

C.B. bariko, E.H. Kynakosa, M.E. Akcérosa 1 coasr.

THYECKUM METOAOM H CTAHAAPTH30BaHHBIM 110 IDMS
(dbopmyaa 3), rae koadbdumment k cocraBua 36,5 npu
M3MEPEHUH KpeaTnHUHA B MKMOAB/ A 11 0,413 — B Mr/An
(Taba. 3) [2].

I'pymma yuensix n3 Anona Bo raase ¢ V. De Souza
B 2012 r. moaudumuposara pCK®Dyjj5009 (TabA. 3).
C y4eToM pe3yAbTATOB IPOBEACHHOIO HMH HCCAEAO-
BaHHA, BkArogasiero 300 manueHToB B Bozpacre oT 1
A0 18 Aert, OBIAA BEIACACHA IPYIIIIA ACBOYEK BCEX BO3PAC-
TOB ¥ MaABIHKOB <13 AeT, y koTOphIx 3HaueHns CKO

Ta6bnuua 3 | Tabnuua 3

OcHoBHble popmynbl AnA pacueta CKO y feteli 1 noApOCTKOB

Basic GFR-estimating equations in children and adolescents

HeIX — 0,45, AAT HEAOHOITIEHHBIX —
HasBaHune

MaTtemaTtunuyeckoe BbipaxkeHue

0,33, aas Aeteit B Bospacte 2-12 aer
u Aesouek crapme 12 aer — 0,55,
AAS MAaABYHKOB 13 AeT 1 crapime —
0,7. Ilpn usMepeHUH KpeaTHHUHA
B MKMOADB/ A — B YHCAITEAE AODABAA-
erca MHOKHTEAD 88,4 (Taba. 3). Dra

PCK®Oyyg1987

opmyAa pacCcIUTEIBAAACH HA OCHOBE unm

KpeaTHHUHA, H3MEPEHHOTO HECTAH-
AapTu3oBaHHBEIM MeToAOM Sdde,
YTO IPHBOAUAO K 3aBBIIICHHIO 3HA-
uenutt pCK® mo cpasuennro ¢ CKP,
HM3MEPEHHON C UCITOAB30BAHHEM HO-
rexkcoaa [56]. C ygeTom Toro, uTo pe-
depeHCcHBIE 3HAYCHNA KPEATHHIHA
KPOBH, H3MEPEHHBIE C UCIIOAB30BA-

PCKOyg2009

HHUEM MCTOAUK, CTAHAAPTHU3OBAHHBIX nnn
pCK® = 0,413 x (pocT (c™m) / Scr)

Scr — KOHUEHTPaLWA KpeaTHMHA B CbIBOPOTKE KPOBY (Mr/An)

o IDMS, craan Himke (1ada. 1), TO
HCITIOAB30BAHHUE UX B 3TOH dpopmyAe
npuBoAuT k 3asbrmeruao pCK®
na 20-40% [56]. Dra popmyaa MokeT
HCIIOAB30BATBCA TOABKO B CAYYasX
OILIPEACACHHUA KPEATHHHHA KPOBU
HECTAHAAPTHU30BAHHBIME METOAAML.

PCKOygn

[Tepexoa aaboparopuil Ha H3Me- uan

peHne KOHIEHTPAIINU KPeaTHHUHA
co crampaprusanueil mo IDMS mo-
CAY/KHAO TOAYKOM K MOACPHH3AIINI
yiKe MMEBIIUXCA (POPMYA U HOSABAC-
HUIO HOBBIX ypaBHeHHI (TabA. 3).
B 2009 roay G. Schwartz u coasr.
[57, 58] HA OCHOBAHMH pPE3YAbTA-
TOB, IIOAYYCHHBIX B HCCACAOBAHIM
CKiD (Chronic Kidney Disease
in Children — Xponuueckas 60Ae3Hb
IIOYEK y ACTEH), BKAIOYABIINX H3-
mepenue CK® ¢ momorpro forex-
coaa y 349 manmeHTOB B BO3pacTe
1-16 aer ¢ XBIT mCKD 41,3 (32,0;
51,7) ma/muu/1,73 M?), upeaso-
KHAI «IIPHKPOBaTHYIO» («bedside)
(bOpMyAy LHBapL[a (pCIS(DU_[BZOO())
Ha OCHOBAHHH 3HAYCHUH KpeaTH-
HHUHA KPOBH, H3MEPEHHBIX 9H3UMa-

CKiD U25

PCKD = k x pocT (cm) / Scr

k= 29,2 pna HelOHOLEHHbIX HOBOPOXKAEHHbIX

k=39,8 pNA AOHOLIEHHbIX HOBOPOXAEHHbIX

k =48,6 nns neten 2-12 net v gesouek =13 net

k=61,9 ons ans ManbunkoB =13 net

Scr — KOHLEHTpaLyA KpeaTHMHA B CbIBOPOTKE KPOBY (MKMOJb/J)

pCK® = k x pocT (cm) / Scr

k=0,33 ana HelOHOLEHHbIX HOBOPOXAEHHbIX

k=0,45 pnA LOHOLWIEHHbIX HOBOPOXAEHHbIX

k=0,55 nna peten 2-12 neT n aesoyek =13

k=0,7 onsa AnA MmanbunkoBs =13 net

Scr — KOHUEHTpauma KpeaTVHUHA B CbIBOPOTKE KPOBY (Mr/an)
pCKD = 36,5 X (pocT (cm) / Scr)

Scr - KOHLEHTpauys KpeaTrHrHa B CbIBOPOTKE KPOBY (MKMOIb/J)

[ns pacyeTa ncnonb3oBaTb COOTBETCTBYOLWMIA KanbKynaTop CKD (tabn. 4)
pCKD = k x pocT (cm) / Scr

k =36,5 ona manbumkos =13 net
k =32,5 ona ocTanbHbIX 4ETEN N NOAPOCTKOB
Scr — KOHLEHTpaLWA KpeaTHIHA B CbIBOPOTKE KPOBY (MKMOSb/J)

pCK® = k x pocT (cm) / Scr

k = 0,413 gna manbunkos =13 net

k =0,368 0n1A oCcTanbHbIX AeTeN U NOLPOCTKOB

Scr — KOHLEHTpaLyA KpeaTrHIHa B CbIBOPOTKE KPOBU (Mr/a)
pCKD = k x (pocT (m) / Scr)

MocToAHHbIN KO3GOULMEHT ANA UL, MyXXCKOro nona: k = 41,8
MocToAHHbIN KO3PDMLMEHT ANA NUL KeHCKoro nona: k = 37,6
Bo3pacT-3aBrcumMbIi KOIPOULMEHT ANS MWL, MYXKCKOTO nona:
1-<12 net: k= 39,0 X 1,008(803pact - 12)

12-<18 net: k = 39,0 X 1,045(803pact-12)

18-<25 net: k=50,8

Bo3spacT-3aBUCMMbIN KO3GULIMEHT ANIA JIUL| XKEHCKOTO nona:
1-<12 net: k= 36,1 x 1,008(803pact - 12)

12-<18 net: k=36,1 x 1,023(eozpact-12)

18-<25net:k=41,4

Scr — KOHUEHTpaumaA KpeaTVHUHA B CbIBOPOTKE KpoBY (Mr/an)
[ina pacyeTa ncnonb3oBaTb COOTBETCTBYOWMI KanbKynaTop CKD (tabn. 4),

B KOTOPOM JOMYCTUMO BBEAEHME 3HaUEHUA KpeaTUHWHA B MI/AN Unn
MKMONb/n
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paccunTeBaruch (popmyaa 3) Hoaee TOYHO IPU HC-
noApsoBanun koadpdurmenta 32,5 (0,368 A kpearn-
HUHA B MI'/ AA), TOTAA Kak Koo urment 36,5 (0,413 aas
Mr/AA) OBIA COXpaHeH AA MAABINKOB =13 Aer (Taba. 3).
D1a dhopmyaa moaygraa naspanue [Isapra-Anona
(Schwartz-Lyon, pCK®yyy,_4) 2, 8, 59, 60].

B 2021 roay C.B. Pierce i coaBT., HCITOAB3YS 0a3y
nanuenTos uccaeaosanna CKiD, paccunrasn HOByrO
dopmyay (tada. 3) — CKiD U25 (CKiD under 25),

KOTOPYIO IIPEACTABIAN B ABYX BapHaHTaX: HA OCHOBC

Ta6bnuua 3 (npoponxenune) | Tabnuua 3 (continuation)

OpMI’MHOﬂbeIe CTATbU

kpearunnna u mucratuaa C [3, 61]. ®opmyasr paspa-
GOTaHBI HA OCHOBAHUH AAHHBEIX ABYX TPETEH y4aCTHH-
KOB HCCACAOBAHHA, OTOOPAHHBIX CAYIANHBIM OOPA3OM.
Ha ocrasimetica Tperu BBIIIOAHEHA BHYTPCHHASA BAAH-
Aarms. B dopmyae Ha ocHOBe KpeaTMHHHA OCTABACH
110AX0A PCKDyy1,0000 (PopmMyaa 3) B Buae OTHOIICHUA
pocra (M) K KpeaTuHHHY (MI/AA), HO IPEACTABACHO
HoAbIIEE paszHOOOpasue k03 duIHeHTOB (TadA. 3).
EcTp BO3MOKXHOCTD HCITOAB30BATH KOHCTAHTBI: AAS
AHIL MY/KCKOTO 110Aa — 41,8, AASl AHIT 5KEHCKOTO 110A2 —
37,6, a A oDecreveHus OOABIIIEI
TOYHOCTH ITPEAAATACTCSH ITPUMEHATD

Ha3BaHune MaTtemaTtunuyeckoe BbipaxkeHune

HECKOABKO KO3 (PUIIHEHTOB AAA

EKFC [ina Bo3pacTta 2-40 ner:
Ecnu Scr/Q <1 : pCKO = 107,3 X (Scr/Q)0322
Ecnu Scr/Q =1 : pCKO = 107,3 X (Scr/Q)1132

[ina nuu my>ckoro nona (2-25): In(Q) = 3,200 + 0,259 X Bo3pacT —
0,543 x In(Bo3pacT) — 0,00763 x Bo3pacT2+ 0,0000790 x Bo3pacT3
[Lna nuu xeHckoro nona (2-25): In(Q) = 3,080 + 0,177 X Bo3pacT —
0,223 x In(Bo3pacT) — 0,00596 x Bo3pacT? + 0,0000686 x Bo3pacT?

Ana my>4uH (>25) Q = 80 mkmonb/n (0,90 mr/an)
[na keHwwH (>25) Q = 62 mkmonb/n (0,70 mr/an)

Scr — KOHLEHTpaLyA KpeaTuHVHA B CbIBOPOTKE KPOBY (MKMOSb/J)

Q COOTBETCTBYET MeAuaHe Scr onpeaenéHHOro Bo3pacTa 1 nona

COOTBeTCTBy}OLLleIZ nonynAaynn

[inA pacyeTa Ncnosb3oBaTh COOTBETCTBYOWNI KanbkynaTop CKO (Tabn. 4)

CKiDU25,c  pCKO =k x (1/CysQ)

MocToAHHBIN KO3GOULMEHT ANA UL My>XCKoro nona: k = 81,9
MocTOAHHbIN KO3PDULMEHT ANA UL KEHCKOTo nona: k = 74,9

Bo3pacT-3aBUCHMbI KOIGPULMEHT 415 NINL MYXKCKOrO nona:

1-<15net: k= 87,2 x 1,011(®03pact - 15)
15-<18 neT: k = 87,2 x 0,960(e03pact - 15)
18-<25net: k=771

BospacT-3aBUCUMbI KO3GULIMEHT ANA UL, XKEHCKOTo nona:

1-<12 net: k=79,9 x 1,004(e03pact-12)
12-<18 neT: k=79,9 x 0,974(e03pact-12)
18-<25 net: k=68,3

CysC — KOHLeHTpauma uuctatiHa C B CbIBOPOTKe KpoBY (Mr/n)

[inA pacyeTa Ncnonb3oBaTh COOTBETCTBYOWMI KanbkynaTop CKO (Tabn. 4)

EKFCypec [inA Bo3pacta 2-40 net:
Ecnm CysC/Q <1: pCKD = 107,3 / (CysC / Q)0322
Ecnu CysC/Q =1: pCK® = 107,3 / (CysC/ Q)1:132

Q=0,83mr/n

CysC — KoHUeHTpaumsa uuctatrHa C B CbIBOPOTKe KPoBY (Mr/n)
pCK® = (0,0414 X In (Bo3pacT) + 0,3018) x 88,4 X pocT (cm) / Scr

Scr - KOHUEHTPALWA KPeaTHNHA B CbIBOPOTKE KPOBY (MKMOJb/1)

FM-bopmyna

nnn

PCKD = (0,0414 X In (Bo3pacT) + 0,3018) X pocT (cm) / Scr

Scr — KOHLEHTpaLuWA KpeaTrHIHa B CbIBOPOTKE KPOBU (Mr/a)

PCKDcpnre PCKD = 27,6 X (pocT (cm) / Scr)

Scr — KOHLEHTpaLA KpeaTHVHA B CbIBOPOTKE KPOBY (MKMOJIb/J)

mnn

PCK® = 0,31 X (pocT (cm) / Scr)

Scr — KOHUEHTPaLWA KPeaTrHNHA B CbIBOPOTKE KPOBY (Mr/An)

PA3HBIX BO3PACTHBIX IPyIII (TabA. 3),
ITO OOAEIIACTCA C UCIIOAB3OBAHHEM
OHAQMH- 1 MOOHUABHBIX KAABKYAATO-
poB (radA. 4). ITo AaHHBIM BHYTpEH-
HEl BAAMAALINY IIPH UCITOAB30BAHII
aroit hopmyanr P3; y moapocTkos
I MOAOABIX B3POCABIX COCTABAAET
86-91% [3, 61]. P53y mo pesyapra-
TaM BHemHeld Basmaanumu CKiD
U25 mo kpeaTWHHHY COCTABHAA
83,8% y aereit m 82,8% y MOAOABIX
B3POCABIX, 110 1cTatuay C — 82,6%
u 83,9% coorsercrBeHHO [62]. Orpa-
unuaerneM seex CKiD dopmya aas
IPUMEHEHHA B OOIIEH ITONYAAIINN
CYHTACTCA OTCYTCTBUE ACTEH H ITOA-
pocrkos 6e3 XBI1 B 6ase maruenTon
IIpH ee pa3pabOTKe, YTO IIPHUBOAUT
k sapmxeHnio pCK® y 3p0poBbIx
acrert [3, 61].

B 2021 roay EBpomnerickum koH-
COPIIHYMOM IIO U3YYEHHIO (PYHKIINK
IIOYEK OIYOAUKOBAHBI PE3YABTATHL
HNCCACAOBAHHA HOBOH (POPMYABI —
EKFC (European Kidney Function
Consortium) (taba. 3), ocobenHO-
CTBIO KOTOPOH fBAfACTCA TO, ITO
OHa pa3paboOTaHa HA IOIYAALIHH
3AOPOBBIX ACTEH CTapIre 2 ACT, IIOA-
POCTKOB F MOAOABIX B3POCABIX I AAS
ee pacuéra He TPEOYIOTCA AAHHEIC
AAuHSBL TeAa [3, 63]. B e€ ocHoBe 3a-
AOJKCEHEI IIOAXOAH B pacuere CK®
AByx dopmya (CKD-EPI [64] n FAS
[65]) 1 HA HEE BO3AATAAACH HAAEKAA
pemuTh MPOOAEMY HECOTAACOBAH-
noctu onenku CKP mpu mepexoae
IIOAPOCTKOB B CHCTEMY 3APABOOX-
paneHus AAf B3pocAbix. Popmyaa
HIMEET AOCTATOYHO CAOKHBIN ITOA-
XOA AAf pacgera (Ta0A. 3), HO aB-
TOPHI Pa3pabOTAAU IIPOCTOH KAABKY-
asrop B mporpamme Microsoft Excel
(TabA. 4), KOTOPBIN IIO3BOASET OBI-

crpo ompeaeants CK®. [1pu Basmaa-

Hedponorua u guanus - T. 26, N2 2 2024 193



OpHruHanbHble cTaTby C.B. Baitko, EH. Kynakosa, M.E. Akcérosa u coasr.

Ta6bnuua 4 | Table 4
Mpumepbl KanbKynATopos AnA pacyeta CKO
Examples of GFR calculators

KanbKkynaTtop u ccbinka (QR Kop)

OHnaitH

Excel-pacuet

EKFC Equation-
Calculator ###

eGFR Calculator NKF*  Calculate by QxMD # CKiD U25 eGFR ##

Kidney.wiki

HasBaHue
dbopmynbl

KpeaTnHuH

PCKDuia2009 + + +
CKiD U25 + + +

EKFC +
Lucratnd C; Uncratun C n KpeatmHuH

CKiD U25;ycc

CKiD U25¢,™ + + +

Mpumeyarwe: * - National Kidney Foundation — HaumoHanbHbii noyeyHbiil GoHA; ** — cpepHee apudmeTnyeckoe CKiD U25 n CKIiD U25,¢; # - ccbinka Ana ckaunsaHus
MobubHoro npunoxeHra QxMD (ansa Hayana paboTbl C MOBUBHBIM MPUNOXeHUeM TpebyeTca becnnaTtHas peructpaums; pacyet CKO goctyneH B nogpasgaene «eGFR»
pa3sgena «Nephrology»; ana pacueta CKO TonbKo Ha OCHOBe KpeaTuHVHa B none AnA 3HauyeHusa yuctatuHa C Heobxoaumo ykasatb umdpy «0»); # — Kanbkynatop
Hambonee ynobeH Ans NCnonb3oBaHusA Ha NepcoHanbHoM KomnbioTepe (MK) (CCbinky MOXXHO OTNPaBUTb MO SNEKTPOHHON MoyTe 1 oTKpbITb Ha [K); ### — ccbinka gna
ckauvBaHua Excel panna «EKFC equation» c caiiTa yHuBepcuTeTCKOW KNuHUKK (Benbrua) (ana ckaumaHua daiina CCbiiky HeOOXOAVMO OTMNPaBUTb MO SNEKTPOHHOM
noyte 1 oTKpbITb Ha [MK).

Abbreviations: * - National Kidney Foundation; ** - arithmetic average of CKiD U25 and CKiD U25¢c; # - link to download the QxMD mobile application (free registration
is required to start working with the mobile application; GFR calculation is available in the “eGFR" subsection of the “Nephrology” section; to calculate GFR based only
on creatining, in the field for the cystatin C value, you must enter the number “0"); ## - the calculator is most convenient for use on a personal computer (PC) (the link
can be sent by email and opened on a PC); ### - link to download the Excel file "EKFC equation” from the website of the university clinic (Belgium) (to download the file,

the link must be sent by email and opened on a PC).

nuy ypapHeHns ToaHOCTh orieHkn CK® B eAom BhIIIIE,
gem y pCKDyy1,0000, CKD-EPI 1 FAS. Oanako Py mpu
HCIIOAB30BAHHIH Y ACTCH OCTABAAACH HEBBICOKOMH, B OCO-
6ennocru y manuentos ¢ CK® <75 ma/mun/1,73 M2,
AydIrme pe3yAbTaTH IIOAYYECHBI § IIOAPOCTKOB 1 MOAO-
AbIx B3pocabix ¢ CKD 275 ma/mun/ 1,73 m? (P30=91%).
OrcyrerBre HEOOXOAUMOCTH BHECCHUS AAHHBIX AAMHBL
TeAa IO3BOAAET IPUMEHATD €€ AAf ckpuHuHra XbI1
y AeTel U IOAPOCTKOB, HCIIOAB3YS TOABKO PE3YABTATEL
KpeaTHHUHA CBIBOpPOTKU KpoBH [3, 63]. HeaaBno orry-
OAMKOBAHBI AAHHBIE O BHYTPEHHEH BaruAarnuu ¢op-
myasr EKFC y aereit Ha ocnoBanun mucrarusa C, ko-
TOpad paHee UCIOAB30BAAACD Y B3POCABIX [66]. ¥V Aereit
2-18 aer P3q mpu Baamaarum pocruraa 85,8%, a npu
HCIoAB3OBaHHH cpeaero apudmerngeckoro EKFC
o kpeaTnHuHy 1 nuctataay C — 90,4%.

Ecan pasamuns smauennit pCK®g, u pCKPyy, ¢
B npeaeaax 15 ma/munr/1,73 M2 uan 20-30%
Apyr ot aApyra, To tounocts pCK®y,, pCKPy, ¢
u pCK(DCp oannakosa |1, 31, 67, 68]. Ecau 3naue-
aust pCK®y, 1 pCKDyy,, ¢ pasanvarores oaee, vem
Ha 15 MA/mua/ 1,73 M? man 20% Apyr oT Apyra, TO pac-
aét pCKD,, 0610 HOACE TOUEH, 32 HEKOTOPBIMH HC-
KAFOYCHUAMMI, HAIIPUMEP, AAA SAOPOBBIX ACTEH C ITOBBI-
IIICHHOH BBIPAOOTKON KPEATHHUHA U3-34 YBEAUYCHHSA
MBIIIIEYHON MACCHI MAM CHIKCHHA CEKPEIINN KPeaTH-
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HHUHA, IAM BHEIIOYEYHON €ro SAMMUHAINN Ha one
npuema pasa Aekapcrs, koraa pCK®yp, . Moxker OBITh
6oaee TounsM |1, 31, 67, 68].

Aas Oprcrportsr pacdera CK® aag GoapminucTBa
IIPEACTABACHHBIX PaHCEE YPABHEHHUH HUMEIOTCA HHTEpP-
HET-KaABKYAATOPBL. HeoOXoAMMO HCITOAB30BATH KaAb-
KYASTOPBL, pa3paboTanubie u/MAn OAOOPEHHBIE aBTO-
pamu POPMYA HAH T€ U3 HHX, KOTOPBIE ITOAACPKAHBI
odurmaApHEIMI He(OPOAOTHYECKUMI OPTAHI3AIIIAML
DTO IO3BOAUT CHU3UTH PUCK HEKOPPEKTHOIO OIIPEAE-
aerns pCK®, cBA3AHHEBII € OIIHMOKAMIE ITPH IIPOTPaM-
muposanuu pacdera 3, 69]. [Ipumepsr kKaABKyASTOPOB,
IIPUMEHEHIE KOTOPBIX IIOAAEPKAHO Pa3pabOTIHKAMU
opmya, IIpeAcTaBACHE B TabAHIIE 4.

Her mu oanoro ypasuenus pacuera CK®, xoropoe
ma 100% coBmmapaso ¢ uCK®, Bce oHmr umMeroT te nAn
HHBIEe OrpaHmYeHus (TadA. 5).

Oco6ennocru onienku CK®
y AeTeli paHHEro BO3pacTa

CkopocTh KAYOOYIKOBOH (DHABTPALIH § HOBOPOK-
ACHHBIX YBEAHIHBACTCS C BO3PACTOM, YTO CBA3AHO C PO-
CTOM 00BEMA CEPACIHOIO BEIOPOCA, IIPUXOAAIIEIOCH
Ha 1ouku: o 2,5-4,0% mpu pomaernu Ao 10% k komiy
nepsoit n 15-18% k 6 meaeasam wnzuu [70]. Koandgectso
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Ta6nuua 5 | Table 5

MNpenmyuiecTBa 1 HeQOCTAaTKM OCHOBHbIX NeaunaTpuyeckux popmyn pacueta CKO [58, 59, 61, 62, 63, 66]

Advantages and disadvantages of basic pediatric GFR calculation formulas [58, 59, 61, 62, 63, 66]

®opmyna MpeunmyiectBa OrpaHuyeHua PekomeHpauun

PCKD 152009 He TpebyeTt kanbkynsaTopa CKO. HepocTtaTtouHaa TOUHOCTb pacyeTta [ornkHa 6bITb 3aMeHeHa
PaspabatbiBanach A NayneHToB Y 340POBbIX jeTel 1 NOJPOCTKOB. Ha popmyny CKiD U25 (npu goctyne
¢ XBIM (CK® 15-75 mn/munn/1,73 m2) VimeeT P3o HUXe 6onblUMHCTBA K COOTBETCTBYIOLEMY KaNbKyIsATOPY
1-16 net ana «bbICTPOro pacyeta negmaTpuyeckmx Gpopmyi. CK®) nnmn Ha pCKDyy, 5y (Mpy pyyHOM
y nocTenu 60bHOroy. pacuerte).

pCKOyen He TpebyeT kanbkynatopa CKO. HepoctaTtoyHan TOUHOCTb pacyeTa MoxeT 6bITb MCMONb30BaHa AJiA PyYHOro
Pa3zpaboTaHa Ha ocHoBe pCKD 52000 npu CKO meHee 30 mn/MuH/1,73 m2. pacueta CK® y feTein 1 NOAPOCTKOB
Ana ontummsaumu pacyeta CKO 3aHmxaet CKO y nogpocTtkos 17 ner, (onTumanbHo B Bo3pacTe 6-16 ner).
y naumenTos ¢ XbIN 1-17,9 net. HapyLlana npeeMCTBEHHOCTb pacyeTa

CKO B nepviog nepexopfa B cuctemy
3[paBOOXPaHeHMA Ans B3POCSbIX.

CKiD U25 PaspaboTaHa Ha ocHoBe PCKDyyj57009 HepocTtatoyHas TOYHOCTb Y 340POBbIX PekomeHpoBaHa Ans nauneHToB
B CTPYKTYpE TOro e KOropTHOro AeTen 1 NoAPOCTKOB. BannanposaH 1-25 net c noaTBepxaeHHon XBI nnn
uccnepoBaHus. onyctuma gns TO/NbKO BapyaHT C BO3PacT-3aBUCMMbIM B MePUOJ, ANArHoCTMYECKOro noucka.
1cnonb3oBaHVA B BO3pacTe K03dOULMEHTOM, KOTOPbIN TpebyeT MprMeHATb TONbKO BapuaHT GopmyIbl
1-25 ner, uTo peLlaeT Npobnemy MCMONb30BaHNA COOTBETCTBYIOLLETO C BO3PacCT-3aBUCMbIM KO3 dULIMEHTOM
nepexofa NOAPOCTKOB B CUCTEMY Kanbkynatopa CKO. C ucrnonb3oBaHnem KanbkynaTtopa CKO.
3paBOOXPaHeHus Asisi B3POCSIbIX. B KauecTBe yTouHsiowmx TectoB — CKiD
MimeeT BapraHT Ha ocHoBe LucTaTuHa C U25,cc U CpeaHee aByx Gopmyi.
(CKiD U25UuncC) ¢ BO3MOXXHOCTbIO
pacueta cpegHero mexay CKiD U25
1 CKiD U25cc.

EKFC MoxeT 6bITb CNoNb30BaHa He npumeHuma po 2 net. [loctatouHas Bo3moxHO ncnonb3osaHue npu

C MUHUMAJbHbBIM OrpaHUYeHneM

no Bospacty (c 2 go 100 ner),

B TOM Ymcne 4S8 NonynaunoHHoro
CKpVHUHra. He TpebyeT nuHdopmavmu

TOYHOCTb TOJBKO Y AieTell, NOAPOCTKOB

1 B3pocsibix ¢ CKO =75 mn/mnH/1,73 m2.

Heobxoamm cooTBeTCTBYOWNN
Kanbkynatop CK®. ABTopbl

OTCYTCTBUM [AHHDBIX O [JIMHE Tena,
B TOM UKMC/e AnA aBTOMaTU4YeCcKoro
pacyeTa CK® nabopatopuei

npw Kaxkaom onpegeneHmn

o pocte. MimeeT BapunaHT

Ha ocHose umncTatuHa C (EKFCyy,c)

C BO3MOXHOCTbIO pacyeTa CpeaHero
mexay EKFC n EKFCyyyec.

He NpefCcTaBUAN BaNMANPOBAHHOIO
OHNalH KanbKynaTopa (AocTyneH
TONbKO aBTOPCKMI Excel-pacuerT).
He vmeeT f[OCTaTOYHOW BHELLHEN

KpeaTuHMHa. B KauecTse yToUHA0LNX
TecToB - EKFCyy,c M CpeaHee aByx
dopmyn.

Banugaumun. PocT-3aBUCUMbIV BapuaHT
$opMyJsibl He MONYUM LIMPOKOTO
pacnpocTpaHeHus.

Ta6nuua 6 | Table 6

CKopocTb Kny6oukoBoi ¢punbTpauun y aeteii paHHero Bospacta [49]

Glomerular filtration rate in young children [49]

Mpwu poxpeHnn

CK®, mn/mnH/1,73 m2 3 mec. 6 mec. 1ropg 2roga
HepoHoweHHble JloHOLWWEeHHble

NCK® no uHynuHy 44+9 55+8 60+17 87122 96+12 105+17

pPCK® no KpeaTuHmHy* 24+7 46x10 63+8 92+10 105+12 120+17

pCK® no uncratnny C* 46=10 54+8 61£10 78+8 92+12 112£10

lMpumeyaHue: * - cpepHee 3HayeHre pCKO npu ncnonb3oBaHUM pPasHbiX GopMys

Abbreviations: * — average eGFR using different formulas

HePPOHOB Y HEAOHOIIICHHBIX CHIKCHO H KOPPEAHPYET
C BECOM TeAa pebeHKa IIPU POKACHUH, HedporeHes
poaoAxkaeTcss A0 40 HeAeAb IIOCTKOHIICIITYAABHOTO
Bospacta. Bee 10 06ycaaBanBaer 60aee Huskyro CKP
V HOBOPOJKACHHBIX H ACTCH PAHHETO BO3PACTA, KOTOPAs
AOCTHTAET YPOBHA B3POCABIX K 2 TOAAM KU3HHU peOeHKa
(tada. 6) [49, 71, 72].

HeobxoAnMO 0TMETHTD, 9TO B ICCACAOBAHIS, HA OC-
HOBAHHU PE3YABTATOB KOTOPHIX OBIAU IIPEAAOKEHBI IIPH-
BeAcHHBIE Bhire hopmyAsl pacuera CKD, ne Brarouasn
Aeredt B Bospacte oT 1 mec. Ao 1 roaa. Ha ceroamsrmmmit
ACHB ITPEAAATAETCA HCIIOAB30BATH AA BAOPOBBIX ACTEI

aT0#t Bo3pacTHoIl rpyms popmyay Flanders Metadata
(FM-cdopmyaa), Ha3BaHHYIO B Y€CTh PerroHa B bean-
ru (1a0A. 3) [73]. V 3A0pOBBIX AOHOILICHHBIX HOBOPOK-
ACHHBIX PACCMATPUBACTCA HECKOABKO (DOPMYA pacdera
CK® [67], oaHako, kak HanbOAee OAH3KYIO K IIPHEM-
AEMBIM 3Ha4YeHHAM BasuAanuu Pj (74,4%), MoxkHO
pearoxutb popmyay Cuure (pCK®D¢,,,) Ha OCHOBE
dopmyasr LBapra (dpopmyaa 3) ¢ koapdunuerToM
pasabv 0,31 IpH HCCACAOBAHNE KPEATHHUHA B MI/AA
(27,4 — B MxMOAB/ A) [74]. TTosxe 9101 3e IPyIIIOit aBTO-
OB ObIAQ IIOATBEPIKACHA BO3MOKHOCTD HCIIOAB3OBAHHSA
AQHHOM (DOPMYABI § HOBOPOKACHHBIX, HAXOAAIINXCA
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B PCAHMMAIIMOHHBIX OTACACHHAX, B TOM YHCAE C Pa3-
BHTHEM OCTPOTO ITOBPEKRACHNUA ITOoUeK [75].
[TockoABKy HeT ypaBHEHUI, Pa3pabOTAHHBIX U Ba-
AMAMPOBAHHBIX Y IAIINEHTOB C 3a00ACBAHUAMU ITOUEK
B Bo3pacrte 1 mec. — 1 TOA, mpeasaraeTca MCIOAB3O-
BATh CTAHAAPTHBIE POPMYABI AASL AeTell crapime 1 roaa
(CKiD U25, CKiD U25p,,¢c, CKiD U25¢;) [49, 75].

Ocobennoctu onieaku CK®
y IIOAPOCTKOB X MOAOABIX B3POCABIX

[Noaxoaw! k onpeaeaermnto pCKP B mearatpudaeckon
IIPAKTHKE OTAUYAFOTCA OT TEX, KOTOPBIE HCITOAB3YIOTCA
AASL OLleHKH (DYHKITHH IIOYeK Y B3pocAbIX [3]. Obre-
n3BecTHO, uTO AAf pacuera CKD y marnmentos 18 aer
n crapiire pekomenayercs popmyaa CKD-EPI (Chronic
Kidney Disease Epidemiology Collaboration) [9, 10].
®opmyast CKD-EPI 1 pCK®yy1,5009 paspabarsBasucey
HE32BHCUMO APYT OT APyTa Ha OCHOBE ITAPAMETPOB Pas3-
HBIX 023 IAIEeHTOB. BaKHO OTMETHTD, YTO B KOropTe
manuenTos npu paspadorke pCKP 5009 He OBIAO ITOA-
poctkos crapire 16 aer [57], a cpeAHunii Bo3pacT B3poc-
abix B koropre CKD-EPI cocrasua 47115 aer [64]. Dto
ABAACTCA IIPHYUHON 3HAYUTEABHBIX pazamauii pCKO
IIpHU IIEpPEXOAe B Bospacte 18 aer ot pacdera 1o dop-
myae pCK®Dyyp0009 ¥ pacaery mo popmyae CKD-EPI
[3]. ¥V HOAPOCTKOB B MOAOABIX B3POCABIX (DOpMyAa
PCK® 10009 3ammxaet, a CKD-EPI smaummo 3appimaer
pCK® [3]. B cootBeTCTBHU € PE3yABTATAMU HCCACAOBA-
uuA H. Pottel n coasr. cpeanee msmenenne CK® mpu
3TOM CTPATErHH MOKET COCTABAATH +23 MA/Mur /1,73 M2
[76]. OaHakO HAMOOABIIIHE PA3AHYHUA OTMEYAAKCH
toapko 1pu CK® Goaee 75 ma/mun/1,73 M2 Dopmyaa
pCK®yyy, \, HeCMOTpPA HA TO ITO B KOIOPTE IIALIIEHTOB
pu ee paspaboTke ObIAK ToApocTKH 16-17 Aet, He pe-
1raeT 9Toi mpodAemsl, Takxe 3aHmxas CK®P B 51011 BO3-
pacrHol rpymre [59].

Ormedvennnle pasamaud B pacuere CKO B neanatpu-
YEeCKOH U TEPAIIEBTHICCKON IIPAKTHKE IIPUBOAAT K U3-
menenuro kateropun CK® u craann XBIT y Mmoroapx
B3POCABIX C ACOFOTOM 3a00AEBAHNISA B ACTCKOM BO3PACTE.
[Tpeararanmch pasHbie perreHns 9ToH mpodAemsr [3].
Ho paspaborammsie Ao 2021 roaa dpopmyAasr, a TaKie
pacyeT CPEAHEro apUMMETHYECKOTO MEKAY 3HAYCHUAMI
CK® o dpopmyae pCKPyyy,5000 1 CKD-EPI He narman
IIIPOKOTO IPUMEHEHHH [3].

B macrosmee Bpems copMHPOBAAKICH ABA OCHOB-
HBIX HAIPaBACHHA 11O onTmMusanun pacuera CKO
Y IIOAPOCTKOB 1 MOAOABIX B3POCABIX. C OAHOM CTOPOHBI,
eBPOIEHCKIE HCCACAOBATEAR IIPEAAOKUAN (POPMYAY
AAs Beex BospactoB — FAS (Full Age Spectrum) [65] —
AAfL ACTEH CTapIIIe ABYX ACT, IIOAPOCTKOB U B3POCABIX,
Ha OCHOBAHHU KOTOPOH paspaborana popmysa EKFC
(European Kidney Function Consortium) [63], ¢ Apyroit
CTOPOHBI, AMEPHKAHCKIE KOAACTH ITPOAOAKHAH COBEP-
mencrsoBarne (popmyas pCK®Pyyy,5009 B CTPyKTypE 11C-
caepoBarnsa CKiD u mpearosman popmyay CKiD U25
AAS TlareHToB o1 1 A0 25 aer [61].
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O06e bopmyABl HMEIOT BO3MOKHOCTD pacgera CKD
y IIOAPOCTKOB U MOAOABIX B3POCABIX HE TOABKO Ha OC-
HOBE KpCATHHIHA, HO 1 Ha ocHoBe IructataHa C [61, 66].
[Mpuaem HanbGoAbIIas TOgHOCTH OnteHKH CK®, 110 MHe-
HHFO aBTOPOB, B OOOHX CAYYAAX AOCTHIAETCS ITPU OAHO-
BpemenHOM pacuere CK® Ha OCHOBE ABYX yKA3aHHBIX
MapKEPOB C OIPEACACHUEM CPEAHETO 3HAYEHUSA ITOAY-
YEHHBIX PE3yAbTaTOB [66, 77].

B 2023 roay Gb1Aa BBIITOAHEHA KPYITHOMACIIITAOHAS
sHermHAA BasnAanmsa CKiD U25 ma esporerickoii Aet-
cKoll monyasnuu paspadordukamu popmyasr EKFC
[78, 79], a Taxke Ha B3pocabix marmenrax CIIA pas-
paboruukamu CKD-EPI [62]. B pesyaprate moay-
YCHBI AAHHBIC O PAIMOHAABHOCTU HUCIOAB3OBAHHA
dopmyasr CKiD U25 y aereit u moapoctkos ¢ XBII,
4 TAKAKE Y MOAOABIX B3POCABIX AO 25 AeT ¢ AeOr0TOM
XBIT ao 18 aer. Ilpu srom dopmyra He pekoMeH-
asoBara AAf oneuka CK® y 3popossrx anr |78, 79,
a Takike y B3pocabx ¢ XBIT, aeOrotnposasireit mocae
18 aer [62]. IIposeaerne ckpununra XbII y B3poc-
ABIX, B TOM YHCAE AO 25 A€T, C aBTOMATHYECKHM pPac-
getom CK® raboparopueil mpu KaKAOM OIIPEACACHHII
KPEATHHIHA PEKOMEHAOBAHO IIPOAOAKUTD HA OCHOBE
CKD-EPI [62]. ®opmysa EKFC moka He umeer 11oa-
HOIIEHHOH BHEIITHEH BAAMAAIINN Ha A€TCKOH ITOIyAf-
mun. Ho 1o AaHHBIM BHYTpEHHEH BAAMAAIIIM, 2 TAKAKE
C yYETOM BHEINHEH BAAHAAIIUU Ha B3pocabxX [80],
B ToM uncAe B CIIIA, ona mmeer peaAbHBIE ITepCIIek-
THBBL AAfl TAOOAABHOTO BHEAPCHHUS B KAMHHIYCCKYIO
IIPAKTHKY.

Takum 0OpasoM, B COOTBETCTBUE C AHAAN30M MEIKAY-
HAPOAHOH AHTEPATYPBI, HECMOTPA Ha HEOOXOAUMOCTb
roncka Aydmmx pernenuii [77, 81], panmoHaAbHO AAd
pacaera CK® y HOAPOCTKOB, 2 TaK/KE ¥ MOAOABIX B3POC-
ABIX ¢ AeOroTom XBIT B AeTCKOM BO3pacTe HCITOAB3O-
Batb popmyay CKiD U25 [61]. O atom AOAKHEI OBITH
OCBEAOMACHBI HE TOABKO IIEAHATPBI, HO U TEPAIICBTEL,
HEePOAOTH 1 APYTHE CIIEITNAANCTEL, OKA3BIBAFOIIIIIE Me-
AMITHHCKYFO ITOMOIIIb B3POCAOMY HACEACHHIO.

YacrHbIe BOIIPOCEHI ONIPEAEAEHUA CKOPOCTH
KAy0OUKOBOM (pHABTpAIIIM y ACTEH

B macrosimee Bpems HeAOCTATOUHO HHPOPMAIIAN
O TOYHOCTH HCIOAB3OBaHUA dopmya pacaera CKD
y AeTeil I IIOAPOCTKOB C TAKEABIMI COMATHYECKUMI,
OHKOAOTHYECKUMH U OHKO-T€MATOAOTHYECKUMHE 32-
OOAEBAHUAMI, XPOHUYECKIMH HH(EKIIUAMI, 2 TAKAKE
y HAIIMEHTOB, HAXOAAIINXCA B KPHTHYIECKOM COCTOA-
mun. CucTeMaTHYeCKnil aHAAN3 AAHHBIX BBIOOPOK IIpe-
MMYITIECTBEHHO B3POCABIX HAIIEHTOB IIOKA3BIBAET, UTO
pCK® 1o xkpearununy, kak npasuao zmxe, a pCKO
o rucratuny C, ooprano eirre #CK® [31]. [Tpu stowm,
(bopMyABI pacuera 110 KpeaTHHHHY UMEIOT OYEHb HU3-
kyro Togrocts [31, 82]. Mcroap3oBanne KOMOUHIPO-
BaHHBIX (bopmyA pCKD roBrIITaeT TOIHOCTH pacde-
TOB, KOTOpas TeM He MEHEE OCTACTCH HEIIPHEMACMOMH
Y HAITUEHTOB C CEPACIHOI HEAOCTATOYHOCTBIO (CPEAHSAA
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P3,=063%), HeiipompireaHBIME OOAC3HAMU (CPEAHAA
P30=44%), mupposom nedenn (cpeandas P;=78%),
OOABHBIX, HAXOAAIINXCA B KPUTHICCKOM COCTOSHUI
(cpeamsa P3=68%) [31, 82-98]. V manuenToB AAHHBIX
KATETOPUH AAA IIPUHATHA KPHTHYECKN BAKHBIX PeIlie-
Huit HeobxoAnMo uccaeaoBats nCKO, a rawxe npu
BO3MOKHOCTH, ACKAPCTBEHHYIO TEPAIHIO IIPOBOAUTD
IIOA KOHTPOAEM KOHIIEHTPAIIMHN IIPEIAPaTOB B KPOBH,
ne opuenTupysAck Ha pCK® [99].

[armenTsI ITOCAE TPAHCIIAAHTAITIN IIOYEK, KAK ITpa-
BHAO, HMCIOT BAUSHIE HETAOMEPYAAHHBIX (PAaKTOPOB
na CKO, mpexae Bcero B BHUAE MEAMKAMEHTO3HOMH Te-
AL, KOTOPBIE HCOOXOAUMO yIHThIBATE. Ha mpaxruke
PELIUIIIEHTAM IIOYECIHOIO TPAHCIAAHTATA PEKOMEHAY-
ercs onpeaeAsts pCK® 1o kpeaTHHUHY, HCIIOAB3YH ITO-
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CACAYIOIIIHE YTOYHAOIINE METOABL opeaeAeHus CKP
pu Heobxoanmoctn [1].

V HAIHEHTOB ¢ BEIPAKEHHBIM HCTOLICHIEM (OEAKOBO-
SHEPIreTUYeCKas HEAOCTATOYHOCTD, HEPBHAS AHOPEKCHA)
HAM HEHPOMBIIICYHBIMI 3200ACBAHUAMH, ITPOTEKATO-
IIIMU C ITOTEPEH MBIIIEIHON MACCHI (MHOAHCTPOdHA,
IIAPAITACTHA U Ap.), AMITyTAIIHEH KOHETHOCTH (DOPMYABL
ma ocrose rucratnna C 6oaee Touno onennsaror CKD,
4eM ypaBHEHMA Ha OcHOBe Kpearrnuna 19, 31, 100-102].

Takum 0O6pasoM AAAl TOTO, YTOOBI IIPABUABHO BEI-
Opare dopmyay aas pacdera CKO u mpu HeoOXOAH-
MOCTH OIIPEACANTECS C YTOIHAIOIMUMHE TecTamu (boaee
CAOKHBIME (DOPMYAAMH 1/HAM METOAAMH U3MEpPE-
nust CK®) npakTugeckuil Bpad AOAKEH CACAOBATH HU-
KEIPEACTABACHHOMY aATOpHTMY (pHC. 1).

YTOUHUTb B GLUOXMMIMYECKon nabopaTtopun
MeTof onpefeneHuns KpeaTvHHa 1 ero CTaHAapTM3auuio

\ 4

MeTop Adde HeKOMNEHCMPOBAHHDIN,
MeToAbl He CTaHdapTM30BaHbI no IDMS

!

\ 4

DH3UMATUYECKNIN METOA UNK peakuus Adde
KOMMeHCMPOBaHHasA, METOAbI CTaHAAPTMN30BaHbI
no IDMS (kanu6patop ¢ NIST SRM 967)

!

YTouHsoWwmn TecT 2

\

PCKD 151087 Ectb €«— WHdopmaums o AnuHe Tena nayuneHTa
Het
v v
YTouHAowmn Tect: KnodK*, Ocob6ble cnyyan®* MeHee 1 roga 1-17,9 ner 2-17,9 net
Paanon3oTornHbIe MeToabl CKiD U25,,¢ PCKO e PCKDEy CKiD U25*** EKFC
YTouHaowmn Tect 1 CKiD U25,,,¢ EKFCyjcc

! !

PasHumua pCK® mexay ypaBHEHUAMY MO KPeaTUHVHY
v yuctatriy C >15 mn/mun/1,73 m2 unn >20%

v v

CKiD U25¢, EKFCc,

v v v

YTouHAwWMN TecT 3

PannownzoTonHble meToabl ccnegoBanus (P°MTc-DTPA, 51Cr-EDTA, 251-i1oTanamar), KnodK*

Cokpawerus: pCK® no ypasHeHuio LLisapua 1987 roga — CK®y, 1957 CMUTCa = pCKDypy0r; CKID U25 no kpeatuHmHy — CKiD U25, no ynctatuy C - CKiD U25,,.c, cpenHee
3HaveHue — CKiD U25¢,; EKFC no kpeatuHuHy — EKFC, no unctatuiy C - EKFCyy,c, cpeaHee 3HaueHne — EKFCep; FM-dpopmyna — pCKDpy; KMpeHC No 3HAOreHHOMY
KpeaTuHuHy (Kno3K).

MpumeyaHue: * — He pekomeHpyetcs npy pCKO <20 mn/mMuH/1,73 M2, ** — NauMeHTbl C BbIPAaKEHHbIM MCTOLLEHNEM (6enKoBO-3HepreTnyeckas HefoCTaTOUHOCTb,
HepBHaA aHOPEKCWA) NN HENPOMbILLEYHbIMU 3a6011€BaHNAMY, NPOTEKAOLMMU C MOTEPEN MbILIEYHON MacChl (MrogncTpodus, napannervs n Ap.), amnytaumnein KoHey-
HOCTU, *** — no BHeAPEHVA B KIIMHUYECKYI0 NpaKTuKy pekomeHaaumin KDIGO 2024 [103] gonycTumo ucnonb3oBaHue npeabliayLLyx Bepcumn popmyn ana pacyeta CKO
(PCK®yy2000 1111 PCRDyyyq ).

Abbreviations: eGFR according to the Schwartz equation 1987 - @GFRgy, 1957 Smiths — eGFRg ¢ CKiD U25 for creatinine - CKiD U25, for cystatin C - CKiD U25¢c, average
value — CKiD U25yan; EKFC for creatinine — EKFC, for cystatin C - EKFCqysc, average value — EKFCyeani FM formula — eGFRgy; endogenous creatinine clearance (ECC).

Note: * — not recommended if eGFR <20 ml/min/1,73 m2, ** — patients with severe exhaustion (protein-energy deficiency, anorexia nervosa) or neuromuscular diseases
that occur with loss of muscle mass (myodystrophy, paraplegia, etc.), amputation of a limb, *** — Until the implementation of the KDIGO 2024 recommendations [103]
into clinical practice, it is acceptable to use previous versions of the formulas to calculate GFR (€GFRspy 2009 OF €GFRgpy.1).

Puc. 1. Anroputm onpepeneHua CKO y fetein

Fig. 1. Algorithm GFR detection in children
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Ha iepBom ararie HCOGXOAUMO YTOYHUTD B OHOXH-
MUYECKOH AaDOPATOPHH KAKOH METOA OIIPEACACHHSA
KPEATHHUHA HCITOAB3YETCA (SH3MMATHYECKII, KITHE-
traeckuit Adde ¢ kommencanueii man 6es; craHAap-
Tr3oBaHHbI 110 IDMS man mer).

B cay4ae HCIIOAB30BAHISA «PYIHOIOY, ITOAY- HAH aB-
TOMATHYIECKOIO OIPEACACHUA KPEATHHHHA C KAAU-
OparTopom, He cTaHAapTH30BaHHBIM 10 IDMS, B TOM
YHCA€ KHHETHYIECKOIO HEKOMIICHCHPOBAHHOIO Me-
toAa Sl de, HEOOXOAIMO HCIIOAB30BATH YPABHEHHUE
PCK® 11087 (TaOA. 3), a B KadecTBE YTOIHAIOIIEIO
tecra — m3mepenne CK® ¢ IOMOITIBIO SHAOTEHHBIX
(KpeaTHHUH) /AU 3K30I€HHBIX MAPKEPOB (PaANO-
HM30TOIIHBIE METOABL).

AarpHEHIINIT AATOPUTM OYAET IPUMEHUM TOABKO
AAfl KAMHUK, IMEIOIIHIX aBTOMATHIECKHIE OMOXIMH-
YeCKHE aHAAM3ATOPBl U HCIOAB3YIOIINE KaAHOpa-
TOPBI AAfl N3MEPEHHA KPEATHHHHA KPOBH M MOYH,
cranpaprusoBanneie 1o IDMS.

Pyrunnaoe onpeaeaenue pCK® aeram Ao 1 mecdra
KU3HU He pekomeHAyercs. [Ipu meobxoammocTn
yrounenus pCK® Bo3amokHO HCII0AB30BaTH (POP-
myAy Cvmurc (Ta0A. 3).

Aas Aereii B Bozpacte o1 1 Mec. A0 1 roaa 6es mato-
Aoru riouek npeanourenue B pacaere CKD caeayer
otaasate FM-dopmyae, a y aereit ¢ XBIT — porry-
cramo npumerars CKiD U25 (ta0a. 3), a B kauectse
VTOYHAFOIIIETO TeCTa HCITOAB30BaTh n3Mepenne CKP
C IIOMOIIIBIO 9K30ICHHBIX MAPKEPOB (PAAHOH30TOII-
HBIE METOABIL).

[lpu HAATYHH AQHHBIX AAHHBI TEAQ § ACTCH, ITOA-
POCTKOB M MOAOABIX B3POCABIX B Bospacte 1-25 aer
IIPEATIOYTEHNE CAEAYeT O0TAaBaTh pacuery CK®
o dopmyae CKiD U25 mHa ocHOBe KpeaTHHHHA
(TabA. 3 m 4).

[Ipn oTCyTCTBIM AAHHBIX AAMHBI TEAQ ¥ ACTEH, TIOA-
POCTKOB M MOAOABIX B3POCABIX B Bo3pacte 2-25 AeT
caeayer paccantbiBate CK® o popmysre EKFC
Ha OCHOBE KpeaTuHuHa (1a0A. 3 u 4). B cay4ae moay-
genus pesyabrara pPCK® menee 60 Ma/mun/1,73 m?
PEKOMEHAYETCA TIEPEHTH Ha PACYET IO YPABHEHUIO
CKiD U25.

V marnumenToB ¢ BRIpaKEHHBIM HCTOINEHHEM (OeA-
KOBO-9HEPIeTHYECKaAs HEAOCTATOYHOCTD, HEPBHAA
AHOPEKCHA) AU HEHPOMBIIIIEIHBIMU 3200 AECBAHH-
AMH, TIPOTEKAFOIIUMH C ITOTEPEH MBIIIEIHOMN MACCHI
(MumoamcTpodus, IapaIIAeIus U Ap.), aMIIyTaruer
KOHEYHOCTH CACAYET HCITOAB30BATh (POPMYABI Ha OC-
nose mucratuaa C — CKiD U25;;, man EKFCyy,,
B Bo3pacte 1(2)-25 AeT, a B KadecTBE YTOYHAIOIIETO
tecra — n3meperne CK®P ¢ IOMOIIBIO 9K30reHHBIX
MapKepOB (PAAHOU3OTOIIHBIE METOAEL).

[Ipr maaHupOBAHIN HA3HAYEHNUA BEICOKOAO3HOM He-
PPOTOKCHYHON XUMHOTEPAITNH, AOHOPAM ITOUKH,
a TaKKe AAA yrounenmda ctaaumu XbBII mpm ycra-
HOBACHHH MHBAAUAHOCTH U B ApyrI/IX CHOprIX
curyanuax kpome onpeaeacaua CK®P ¢ momormnpro

dopmya CKiD U25¢, nan EKFCc, B Bospacre 1(2)-
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25 aer, Heobxoanmo usmeperue CK® ¢ momornpio
SHAOICHHBIX (KPEATHHHH) M/ UAHM 9K30ICHHBIX Map-
KEPOB (PAAMOHM30TOITHBIE METOABI).

10. Ecan y pebenka moaTBep:xAcH AumarHo3 XbII, To
gactota onpeaescuus pCKP Gyaer onpeseasrses
coraacuo pexomenparam KDIGO (2012) [9, 10].

11.ITarmenram u3 rpymr pucka o passururo XbIT,
B TOM YHCAE C CAXaPHBIM AH20ETOM, APTEPHAABHOM
TUIIEPTEH3NEH, XPOHIMYECKON CEPACIHON HEAOCTA-
TOYHOCTBIO, O;KHPEHIEM, POKACHHBIM HEAOHOIIIEH-
HBIMU M/ HUAM C HU3KOMH, OYCHb UAU SKCTPEMAABHO
HU3KOH Maccoil Teaa onpeaeserne pCKD caeayer
IIPOBOANTE HE pexke 1 pasa B TOA.

12.Ecam 3HavYeHHA KpeaTHHHHA HE IIPEBBIIIAIOT
HOPMAaABHEIX 3HAYEHHUN AAA AAHHOTO BO3pacTa
u noaa pebenxa, pCK® Bere 60 Ma/mum/ 1,73 w2
(AASL ACTEH CcTapITIE 2-X A€T), HET 3a00AEBAHUA IIOYCK
u daxropos pucka passurust XbI1, To AaapHenTITIi
peryasapubiii MorrTopuHr pCK® He Tpebdyercs.

13.B amarsose npu rpajannu Ha craanu XBITy aereit
(B Bospacte 1 mMec.-2 roAa: C HOPMAABHOIM, YMEPEHHO
nau pesko carmxennon CK®, onpeaeasieMoit 110 Ko-
AMYECTBY CHTMAABHBIX OTKAOHEHHH OT CPEAHErO
CK® aas aanHOTO BO3pacra (1abA. 0); B BO3pacTe
crapire 2-X A€T: Ha 5 CTaAni B 3aBUCHMOCTH OT a0-
coarorusix 3HadeHud CK® [2, 9, 10]) :xeaareapHO
ykaspBath 3Hadenue CK® u meToA namepeHus nan
dopmyay pacuera, HarpuMep:

* gospacm 1 mec.-2 200a: 1. AyrocomHo-perieccuBHas
IOAUKHCTO3HaA O0Ae3Hb rmouek. XBIT ¢ ymepento
camkeHnoit CK® (38 ma/mun/1,73 M2, 111B9g7);
2. BpoxaeHHas aHOMAAMA MOYEBBIX ITyTEH U IIOYCK:
arenesns Aesoii moukn. XbIT ¢ nopmassroit CK®
(50 ma/mur/1,73 M2, Cymurrce); 3. Bpoaernas ano-
MAAHUS MOYEBBIX IIYTEH M IIOYEK: THIIOITAACTHYECKAS
KHCTO3HAA AHCIAa3uA obenx rmodek. XBIT ¢ peskum
camwkennem CK® (18 ma/mun/1,73 M2, FM);

* sospacm cmapue 2 aem: 1. AyTOCOMHO-AOMU-
HAaHTHAA MOAUKHCTO3HAA Ooaesnp. XBIT C3aAl
(48 ma/muu/1,73 M2, EKFC); 2. Crepouapesu-
CTEHTHEIH HePPOTUICCKHH CHHAPOM (MOPdOAO-
rugeckn: PCI'C), craamsa pemuccunn. XbIT C2A1
(78 ma/mum/ 1,73 M2, U25¢,); 3. Bpomaenmasn
AHOMAAUSA MOYEBBIX ITyTEH M IIOYEK: I'MITOIIAA-

cThyecKkas AUCIIAa3usa ooenx modek. XbIT C4A2
(28 ma/mur/1,73 M2, KnodK).

3axaroueHue

[IpeacTaBACHHBIC AAHHBIE AHTEPATYPHI IO OIIpe-
aeacunro CK® y Aetell  IOAPOCTKOB YKA3BIBAIOT
Ha HEOOXOAMMOCTD VUHTHIBATD PA3AHYHBIC (HDAKTOPBI
AAfL DoAee TOIHOM oreHkn pyHknuu rmoyek. B crarpe
VKA3AHBI 1 IIOAPOOHO OOCYKACHEL BCE 3TU (DAKTOPEL
C BEIPAOOTKOI aATOpHTMA ACHCTBUIT AAS IIPAKTHYIECKUX
spaueil. [Ipuopurer B pacuere CK® y aereit caeayer
oraasats CKiD U25 u EKFC dopmyaam coraacuo me-
AQBHO OITyOAHKOBAaHHBIM «KAMHITIECKIM IIPAKTIIECKIM
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pexomenpanusam KDIGO 2024 mo amarHocTuke u Ae-
YEHHIO XpoHuUecKoi boaesnu moduew» [103]. Ao Bre-
APCHHSA B KAHHHYCCKYIO IIPAKTHKY PEKOMEHAALIMIM
KDIGO 2024 aas pacaéra CKD y aereit AOIycTHMO
ucrioapsosanne «bedside» opmyasr [Isapma [9, 10]
u dopmyasr [Bapua-Awmona ¢ yaérom Poccuiickux
KAMHIYeCKHX pekoMenpannii mo XbIT y aereit (2022,
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https://ct.minzdrav.gov.ru/schema/713_1). Asropst
HAACIOTCA, YTO AAHHAsA PabOTA IOMOZKET OITUMH3UPO-
BAThb U CTAHAAPTH3NPOBATH pe3yAbTathl orieHkn CKO,
91O OYAET CIIOCOOCTBOBATH paHHE AnarHocTuke XbIT
1 CHI/KEHHUIO TEMIIOB €€ ITPOrpeccHpoBanus. Pesyan-
TATBI PAOOTHI OIIPEACASIOT IIEACCOOOPASHOCTD AAABHEH-
IITHX ICCACAOBAHMIT B 9TOM HAITPABACHH.
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AMCPETYAAITUEH U TUIIEPAKTHBAINEH AABTEPHATUBHOIO ITyTH KOMIIAEMEHTA, UMEIOIIEe XapaAKTEPHYIO MOP-
(pOAOTHUECKYFO KAPTUHY HOPAYKEHUA COCYAOB MUKPOLIIPKYAATOPHOI'O PYCAA U TPHAAY (MHOTAA HETIOAHYIO)
KAMHHAYECKHUX IIPOABACHHIL: TPOMOOIMTOIIEHUIO, MUKPOAHTHOIIATUYECKYF0O TEMOAUTHYECKYIO AaHEMUIO
U nopakeHue opraHos-muireHeii. UpesmepHan akruBarua komaemenTa mpu al'y C Bei3BaHa MyTarusamu
Tr€HOB, KOAUPYIOIINX O€AKH CHCTEMBI KOMIIAEMEHTA, UAU 006pa30BaHMEM AaHTUTEA K HEKOTOPHIM U3 HHX.
ITpumeHeHHE KOMIIAEMEHT-0AOKUPYIOLIE TePAIINH SKYAH3yMaGoM 3HAYUTEABHO YAYUIIINAO PE3YABTATHI
AeueHnsa nanueHTos ¢ al'YC, B ToM uncae pe3yabrarsl TpaHciaanTaruu nouku (TTI) y 6oapHBIX € BbICO-
KM/ CPEAHHM PUCKOM penuAuBa TpomboTrueckoi mukpoanruonaruu (TMA) nocae TpancmaanTanuy,
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KOTOPBIM 3KyAu3ymMa0 HasHadaerca npodurakruueckn. OaHako HekoTopsle manueHTs! ¢ al'YC npu or-
CYTCTBUH IIOAHOTO CHMIITOMOKOMIIAeKCA 3a60aeBanma poocturaror XBIT C5 u BkArOUaroTcsa B AMCTBI 0KH-
Aaxus TTI 6e3 ycraHOBACHMA TPABHIABHOIO AUATHO32, YTO MOKET UMETh CEPhE3HBIE IIOCACACTBHUA: BO3BPAT
al'YC B peHaABHOM TPAHCIIAAHTATE C OBICTPOIl IOTEpEll ero (PYHKIUU, Pa3sBUTHE YIPOXKAFOIIUX KA3HA
nposaBaenuii cucremuoii TMA. M3BecTHO, uTO TepanusA craceHusa 9KyAusymMabom MeHee 3¢ peKTuBHA,
YeM ero NMpoPHAAKTHIECKOE Ha3HAUEHHE ITAlIMEHTAM IPyIIbI pucka penuanusa mocae TTI. Kpome Toro,
B cayuae permauBa al'YC B TpaHCIAaHTaTE BpEMA AAA 00CACAOBAHMA MAIMEHTA, KaK IPABUAO, OTPAHH-
ueHo. B craTbe NpUBOAATCA KAMHHYECKHE HAOAIOAECHUA, ACMOHCTPUPYIOIIIE CAOXKHOCTb AMATHOCTHKHU
«aponymenraoro» al'YC y narmuenTos B aucre oxxuaanua TIT u nocae rpancmaanTammm. Ilo-suanmomy,
IIpU BKAFOYeHHH B AuCT 0okuAanu:A TT1 ocoOyro HacTroposkeHHOCTH B oTHOIIeHUU al'YC HaAO IIPOABAATH
Y IIOAPOCTKOB U IIAITIEHTOB MOAOAOTO BO3PACTa C TKeAoi AT, pe3suCTeHTHOMI K ACUEHUIO aHEMUEH, 1M -
30AaMH TPOMOOIIMTONIEHUY, AFOOBIMU SKCTPAPEHAABHBIMH IOPAXKEHUAMH, IIAIUEHTOB, IIEPEHECIITNX TH-
mmusbi I'YC, sxenmmumn ¢ XBIT C5 B ucxoae nepeneceHHo# Tsokeaoit npeakaamicnn/ HELLP-cuaapoMma,
a TAKoKe Y IAIMEHTOB, IOTEPABIINX IEPBBIA TPaHCIAaHTaTa 10 nprunHe TMA. TakuM narueHTam AOAMKHO
OBITH IPOBEAEHO KOMIIAEKCHOE 00CAEAOBAHNE, BKAIOUAIOIIEE IIOBTOPHYIO OLICHKY AHAMHE3a (B TOM YHCAE
CeMEIHOr0), HMMYHOAOTUYECKOe 06CACAOBAHIE AAfA UCKAIOUEHHA APyrux npuunH TMA, reHerudeckoe
HMCCAGAOBAHHME CHCTEMBI KOMIIAEMEHTA, ONpeAeAcHHE aHTUTEA K pakTopy H, a Taroke medppobuoncuro
B OTCYTCTBHE BBIPA’KEHHOTO YMEHBIICHHUA PA3MEPOB I0YEK U BHICOKOIO PHCKA KPOBOTEUYEHMA.

Abstract

Atypical hemolytic uremic syndrome (aHUS) is an orphan disease caused by dysregulation and
hyperactivation of the alternative complement pathway, which has a characteristic morphological picture
of microvascular lesions and a triad (sometimes incomplete) of clinical manifestations: thrombocytopenia,
microangiopathic hemolytic anemia, and target organ damage. Excessive activation of complement
in aHUS is caused by mutations in genes encoding proteins of the complement system or the formation
of antibodies to some of them. The use of complement-blocking therapy with eculizumab has significantly
improved the outcomes of patients with aHUS, including the results of kidney transplantation (KT)
in patients at high/intermediate risk of recurrent thrombotic microangiopathy (TMA) after transplantation
who are treated with eculizumab prophylactically. However, some patients with aHUS, in the absence of the
full complex of symptoms, reach CKD G5 and are included in the waiting list for KT without establishing
a correct diagnosis, which can have serious consequences: the return of aHUS in the renal graft with
a rapid loss of its function, the development of life-threatening manifestations of systemic TMA. Salvage
therapy with eculizumab is known to be less effective than its prophylactic administration in patients at risk
of relapse after KT. In addition, in the case of aHUS recurrence in the graft, time for patient evaluation
is usually limited. The article presents clinical observations demonstrating the difficulty of diagnosing
“missed» aHUS in patients on the KT waiting list and after transplantation. When included in the KT
waiting list, special vigilance regarding aHUS should be exercised in adolescents and young patients with
severe hypertension, treatment-resistant anemia, episodes of thrombocytopenia, any extrarenal lesions,
patients who have had typical HUS, women with CKD C5 after severe preeclampsia/HELLP syndrome,
as well as in patients who lost their first renal transplant due to TMA. Such patients should undergo
a comprehensive examination, including re-evaluation of medical history (including family history),
immunological examination to exclude other causes of TMA, genetic testing of the complement system,
determination of antibodies to factor H, and kidney biopsy in the absence of a significant reduction
in kidney size and high risk of bleeding.

Key words: atypical hemolytic-uremic syndrome (aHUS), thrombotic microangiopathy, kidney transplantation, pretransplant
evalnation, postrenal transplant outcomes, eculizumab

BBeaenue

ATHIINYHBI TEMOANTHKO-YPEMIYECKIN CHHAPOM
(al'YC) — opdamnoe 3a00ACBaHIE, BEIBBAHHOEC ALCPE-
IYAAIACH U THIEPAKTUBAILINCH CHCTEMBI KOMITACMEHTA
110 AABTEPHATUBHOMY ITyTH H BXOAAIIIEE B IPYIIIY TPOM-
6ornuecknx mukpoanruonaruit (TMA) [1]. TMA ss-
AAETCH KAUHHKO-MOP(POAOTHYECKIM CHHAPOMOM, Xa-
PAKTEPU3YIOIIUMCA CBOEOOPAZHOH MOPEHOAOIIIECKOIT
KAPTUHOH HOPAKEHHUA COCYAOB MUKPOLIIPKYAATOPHOTO
pycAa (B KAIIMAAAPAX — TPOMOO3OM M /HAU S9HAOTEAH-

030M, B aPTEPHOAAX H APTEPHAX MAAOTO KaAHOpa —
TPOMOO30M H/HAN PACIIHPEHHEM CYOIHAOTCAUAAD-
HOTO HPOCTPAHCTBA, MYKOUAHBIM HAOYXaHIEM HHTHAMBI
C CY/KEHHEM IIPOCBETA BIIAOTH AO OKKAIO3MH) U KAH-
HUYECKOH TPHAAOH — TPOMOOLUTOIICHUEH, MUKPOAH-
THOIIATHYECKON reMoAnTndeckoi anemueir (MAI'A),
nopazxernem opraros-murrereit. [Tpn TMA B matoao-
THYECKHI IPOIIECC BOBACKAIOTCA ITOYKH, IIEHTPAABHASA
nepsroii cucrema (LIHC), xeAyAo9aHO-KHITIEUHBII TPaKT
(KKT), cepane, aerkue, raasa u Ap. |2, 3]. B rpymmy
TMA, xpome al'VC, BxoadT TpoMOOTHYECKasA TPOMOO-
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nurornenugeckas mypuypa (TTII), uaaymuposanmsie
nudekrnmavmu TMA (accormupoBaHHbII € IITUTATOKCH-
oM kumreunoi masouku ['VC — STEC I'VC (r.u. -
nuansiii I'VC), naesmokokkossiit I'VC, TMA npu su-
pycHbIX HH@EKIHAX), a Takxe TMA, accorumnpoBanmbie
C COIYTCTBYIOIIUME 3200AEBAHHAME H COCTOSHUAMU
(T.H. BTOPHYHBIE — IIPU CUCTEMHBIX 3a00AEBAHHUAX, OC-
AOXKHEHHOH OepEMEHHOCTH, 3A0KAYCCTBCHHEIX OITy-
XOAfIX, IIPUMCHEHHH HEKOTOPBIX AEKAPCTB U Ap.) [4].
Cpean B3pocabix marmenTos ¢ ['VC game serpevaercs
al'VC, y aereit, manporus, npeodaasaer STEC I'VC [5].

Upesmepnas axrusanusa komraementa npu al’ VO
BBI3BAHA MYTAILUAMHU [CHOB, KOAHPYVIOIIUX OCAKK
CHCTEMBI KOMITACMEHTA, UAX OOPA30BAHHEM AHTHTEA
K HekoTOpbM 13 HuX. PassnTre al'VC acconmuposano
€ MYTALIAMHE C ITOTepell (PYHKIINU IeHOB, KOAUPYIOIINX
peryasaropusie Oeakn — dakrop H (CFH), dakrop 1
(CFI), memOpanusiit kodakropueri nporenn (MCP),
4 TAK/KE C TCHETHYCCKUMU BAPHAHTAMU C YCHACHUEM
dyuknnn Tperbero kommonenTa komnaemenrta (C3)
u daxropa B (CI'B) — AByX OCHOBHBIX COCTABASIOIIIIX
C3-xoHBEPTA3BI AABTEPHATUBHOTIO IIyTU AKTHBAI[UU
KomrraemerTa. Kpome mepedrcAeHHOro BhIIIE, 11aTo-
remerrdeckuM axropom al'VC momxer ObTH 0Opa-
sosanne ayroanrtntes IgG x CFH, cpaspBaromuxca
¢ C-repmunanpusm dparmerrom CFH u mapymma-
IOINUX €r0o peryAfaTopuyio ¢yHkiuio. B mocaeanne
TOABI BEIACASIFOT TAKXKE «KOMITACMCHT-HE3ABICHMBIN»
al'VC, cBA3aHHBIA C MyTALUAME I€HOB, KOAUPYIOIIUX
HE OTHOCAIIHECH HEIIOCPEACTBEHHO K CHCTEME KOMITAE-
menTa Oeakm: maasmunored (PLG), tpombomoayann
(THBD), ananmaraunepoakunasy € (DGKE), kobaaa-
ymun C (cblC), nuBepruposannbiii popmun-2 (INF2)
[6]. OaHAKO MyTALIIH BEIBASIIOTCS HE y BCEX ITAITUECHTOB:
mpu al'VC gactora 0OHAPYKEHHA TEHETHYECKNIX BAPH-
AHTOB KOMITAEMEHTA COCTaBAfeT mpuMepHO 60%, mpn
sropu4ssix popmax TMA myrarmu Toxke MOTyT 0OHA-
PYKHBATBHCA, XOTA U C MEHbIIIENH yacToTol [7]. Kannu-
geckoll Marudecranun al' VC y sHAYNTEABHON YacTH
IIAITIEHTOB CITOCOOCTBYET BOSACHCTBHE TPUITEPOB (KOM-
ITACMCHT-AKTUBUPYIOIINX COCTOAHMUIT), KOTOPBIMI MOIYT
ObITh MH(EKINN, AYTOUMMYHHBIE 3a00AEBAHISA, OIIe-
PATUBHEBIEC BMEIIATEABCTBA, HEKOTOPBIE ACKAPCTBEHHBIE
IIperaparsl, OCPEMEHHOCTh H POABL, TPAHCIIAAHTALIHA
KOCTHOT'O MO3Ta HAU COAMAHBIX OPraHos |3, 4].

V maruenTos ¢ al'VC umeercs BBICOKHE pUCK pas-
BuTHA pernAuBoB TMA. [Tporaos AAs Ku3HI 1 coxpa-
HEHFHA ITOYEIHON (DYHKIHN BECBMA CEPBE3EH: AO HAYAAA
3PBI KOMIIACMEHT-OAOKHPYIOIIEH TEPAIIUU, KOTAA AAf
aedenud al 'V C BcrIoAp30BaAaCh TOABKO ITAA3MOTEPAIIHA
(maasmooomer — [1O u uadysun C3I1), aeTarpHOCTD
manuentos ¢ al' VC cocraBasiaa 25%, a gacrora HacTy-
naerns TepmuHasbHON XITH B Teuenne oanoro roaa
Hao0AroAcHuA — 50% [8]. Ocobennoctsro al VC aBasiercs
1 BBICOKAs 9ACTOTA PEITHAUBOB IIOCAE TPAHCIIAAHTAITHI
noukn (TT1), co3paroImux yrposy Ku3HH PEIMITHEHTOB
1 CITOCOOCTBYIOIUX yTpate (DYHKIINU TPAHCIIAAHTATOB,
mostomy Beero 10 aer masaa TII He cumrasacs moxa-
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3aHHOM IarmeHnTaM ¢ TepmuHaAbHOIU XITH B ncxoae
al'VC [9]. C mosBaenueM akyAnsymada (mperapara
PEKOMOMHAHTHEIX MOHOKAOHAABHBIX AHTUTCA IIPOTHB
C5-KOMITOHEHTA KOMIIAEMEHTA) CUTYAITHA KAPAUHAABHO
M3MEHUAACH B AYYIIYIO CTOPOHY KaK B OTHOIIIEHHH pe-
3yapTaToB AedeHusA al VC y manuenTos ¢ pyHKIIHOHM-
PYOINUMI HATUBHBIMH ITOYKAMH, TaK U B IIOAYYCHNAN
BO3MOKHOCTH O€30ITaCHO BBEITOAHATE 111 OOABHBIM, AO-
crurmumM Tepmuaasbror XITH [10, 11]. Oanako mpo-
AOAKAET CYIIIECTBOBATD IIPOOAEMA (IIPOIYIIEHHOTO»
al'VC y manmenros, nyxaaromuxca B TI1, mpu arom
u3 Bcex Bapuanto TMA mmvenno al'VC n takesie
dopmsr STEC I'VC (¢ HermoAHBIM BOCCTAHOBACHIEM II0-
yeuHol pyHKIHY 1 nporpeccupopannem XbI1 mocae
nepenecennoro OIIT) maunboaee gacTo ABAAFOTCA IIPH-
YHHOH IIOTPEOHOCTH B TPAHCIIAAHTAIIIOHHO ITOMOTIIH.

«TpomboTHyeckas MUKPOAHIHOIIATHH
HEsACHOTO T€HEe3a» U IIPOITyIIeHHAMD»
TPpOoMOOTHYECKAA MUKPOAHTHOIIATH

Y KAHAHAATOB HA TPAHCIIAAHTAITHIO ITOYKU

V wactu manmenTos ¢ TepmuHasbHON XITH mpn-
YHHA ee pasBUTHA, B TOM uucAe TMA, He ycraHaBAnBa-
ercs B paHHel craann 3aboAesanns. HecsoeBpemenmas
aumaraoctukua TMA (B tom wncae — al'VC) mosker ObITh
00yCAOBACHA PA3HBIMI, KaK OOBEKTUBHBIMH, TAK 1 CYOb-
CKTUBHBIMI (paKTOp'{lMI/IZ HETUITMYHBIMH KAMHHIYCCKIIMI
CHMITTOMAMU HAH HEITOAHOI KaptuHoil TMA, mozaxmm
OOpaITICHIEM ITAITNEHTOB 33 MEAUIIMHCKOI ITOMOIIIBIO,
€AA0OH KAHHITIECCKOH HACTOPOKEHHOCTBIO Bpadel, OT-
cyrcTBEEeM MOP(MOAOTHYECKOI BepH(UKAIINT AHATHO34
y 6oabnbIx ¢ TMA, mopazkarorneii Toabko rmoukn. Ha-
IIOMHIM, YTO IPU AOKaAbHO-1I09edHOn TMA HabArO-
parorea npusaakn OINIT, a rpombormronenma, MAI'A
U 9KCTPAPEHAABHBIC IIPOABACHHSA OTCYTCTBYIOT [12, 13].

«[Tpomymenneiiiy al'VC y nmamuenTos ¢ tepmu-
naapHOH XITH, ocobenno y tex, komy mpeacront TTI,
MOJKET IMETh TPArHYeCKUe ITOCACACTBIA. B TO sxe Bpems,
B I[CHTPHl TPAHCIAAHTAIIMH HAIIPABAAIOTCA OOABHBIE
C YCTAHOBACHHBIM «O(DUIIHAABHBIM» AHATHO30M, HHO-
rAa 6e3 AOCTATOYHOTO OOOCHOBAHUS AAHHOTO AFATHO3A.
VIMeHHO 1T09TOMY Bpadn OTAEACHHI TeMOANAAN3A, He-
dpoaoru u TPAHCIAAHTOAOIU, KOTOPBIC 3aHIMAIOTCA
0TOOPOM IAITHEHTOB HA 3aMECTHTEABHOMN ITOYEUHOM
teparin (3I1T) B amcr oxuaanma TII, coaxubr IpO-
ABAATH KAUHIICCKYIO HACTOPOKEHHOCTD B OTHOIICHII
Bo3Mokaoi TMA, B Tom uncae — al VC.

[lepedncAnnm Te CHTYALIHH, KOTAQ MOKHO IIPOIIY-
crutoy al VC y IMarumeHTOB Ha AMAAU3€E U B AHCTE OXKI-
Aarms TTT:

eV B3pocarix manueHToB ¢ «XIIH HeAcHOI atHOAO-
ram» (MEHbIIIE HACTOPOMKEHHOCTD B OTHOINEHIHN BO3-
mozknOCTH al'VC 110 cpaBHEHMIO C ACTHMN)

o Ilpu OTCyTCTBHH ITOAHOTO CHMIITOMOKOMIIACKCA

MAT'A, rpombornnroreHnn

o [Ipu IpenMyIIecTBEHHO IIOYEIHOM IIOPAKECHIN OE3

PasBUTHA HOANOPIAHHON HEAOCTATOYHOCTH
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o [lpu xoporkom neproae MAI'A u ciorTaHHOM HC-
YE3HOBEHUH IIPU3HAKOB MHKPOAHTHOIATHYIECKOTO
reMOAU3a

o V marmentos ¢ tepmunassHon XITH mesacHoro re-
He3a, KOTOPBIM He OBIAA BEIITOAHEHA OHOIICHA ITOYKH,
OCOOEHHO Y DOABHBIX MOAOAOTO BO3PACTA C TAKEAOH
Al

e [lpu yrpare MCAUIIHHCKON AOKYMEHTALIMH U HEBO3-
MOKHOCTH ITOAHOIIEHHOTO BBISACHEHUS AHAMHE3A

o Ilpu tpancdopmanun anarnosa (mampumep, al'vVC
— STECI'VC) B mporecce mepexoAa MAIUEHTa AL
HAOAFOACHUA U3 OAHOTO ACYEOHOTO YUPEKACHHA
B Apyroe

o V KEHIIHH, KOTOPHIE OBICTPO AOCTUILAH TEPMH-
naapnON XITH mocae mepeneceHHOM TaAKEAOMN ITpe-
sxaamicuu (I10) ¢ OII1
Caeayet 0co00 otMeTuTh, uTO 119, 0cObEHHO Ti-

JKeAasl, IOBTOPHAsA (Pa3sBUBAIOIIAACA DOACE UeM IIpH
OAHOIT OEPEMEHHOCTH) ABAAETCA PAKTOPOM PHCKA Pas3-
ButHA XBIT B mocAeAyrormedt KusHm, OAHAKO OBICTPBIE
TeMnbl porpeccuposannsa XbBI1 Bee e He XapakTepHEL
AAfL JKCHITIIH, IIEPEHECIIIHX 9TO OCAOKHEHIE DepeMeH-
HOCTH. A Y HAITHECHTOK, IMCBIIINX KAMHIYCCKH AHATHO-
CTHPOBAHHBIN (MAU HEAHATHOCTUPOBAHHBIIL, IIPOTECKAB-
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it moa Mackort HELLP-cunapoma) mocaepoaoBbIit
al'VC, aake mpu OTCYTCTBHM ITATOI€HHBIX MYTAIIMN
B TCHAX CHCTEMBI KOMIIACMEHTA, HAIIPHMEP, IIPU BEPO-
ATHO IIATOTEHHBIX I'€HETUYECKUX BAPHAHTAX, HAH Ba-
PHAHTAX C HEACHBIM 3HAYCHIEM, CYIIIECTBYET BEICOKMIT
puck perransa al 'YC mocae TI1 ¢ motpeOHOCTBIO B 9KC-
TPEHHOM HAYaA€ KOMIIAEMEHT-OAOKHPYIOIIEH TePAIInu
[14].

al'VC MoxeT CKpbIBaThCA HE TOABKO 32 AHATHO30M
«XTTH HeAcHOI 3THOAOTHIY, HO 1 32 ANATHO3aMHI «XPO-
HUYECKHH raoMepyAroHedpu, «boicTporporpeccupy-
o rAomepyAoHedpu™, «CHCTEMHBIN BACKYANTY,
«'mnepronmyuecknit Hedppockaeposy, «Heppomarusa
B ucxoae OIIy, «Tunmassiii (STEC) I'VCs.

MEr mpeaAaraeM HCITIOAB30BaTh CACAYIOIIHH IIepe-
YeHb CHMIITOMOB AAfl omeHKH IaruerToB na 3IIT
Ha peameT Bo3MokHOTO al VC (TabAmia).

OObmapy:xenne 3 u GoAee IPHHAKOB, KEAATCABHO
13 TPeX PasHBIX IIYHKTOB, CBUACTEABCTBYET O TOM, ITO
nopospenue Ha al YV C onpaBaaHo, u tpedyeTca AdAbHEH-
mree obcaepoBanne. OAHAKO IIPH OYEBHAHOM, KAMHU-
4ecku Bepudunnpopannom arusose TMA B anamuese
nan upu MopdoArorndeckom moaTsepxacHIE TMA
AOCTATOYHO OAHOIO 9TOIO IIPU3HAKA AASl KOHCTATa-

Ta6bnuua |Table

Bo3morkHble aHamMHecTnYeckme, KﬂVIHI/IKO-ﬂaGOpaTOprIE n Mopd)onom'-lecme NPU3HaKn y nayneHToB
B JINCTE OXNAAHUA TPpaHCNIaHTaLUM NOYKN C nponyLweHHbIM alryc

Possible anamnestic, clinical, laboratory and morphological signs in patients on the kidney transplant waiting list with missed aHUS

Tpuirrep 6onesHu: Anapes, pecnupaTopHble 1 Apyrve MHGeKLUY, BakKLMHaLMA, NeKapcTea (LMKNOCMOPUH, TaKPOIMMYC,

HeycnelwHasa TpaHcmnaHTaumA MOYKM B aHaMHe3e (0COGeHHO MepPBUYHO HEePYHKLMOHMPYIOWMIA TpaHCNIaHTaT uan
CemeliHbIi aHaMHe3: Hannune poACcTBEHHUKOB C guarHoctnpoBaHHbIM alYC unu TMA, ¢ XIH HeAcHoro reHesa unu
[lokaszaHHbI 3nu3of (anm3oppl) TpomboumtoneHmn n MATA (aHemua, WN30UKTBI B Ma3ke KpoBW, nosbiweHve JIAT,
Hanuuue niobbix BHENOYeUHbIX NPOosABNeHNI B AebtoTe unm Ha ntobom stane 6onesHu: nopaxeHune LHC, rmasHoro gHa,

KaparommonaTms, cepfieyHas HefJoCTaTOYHOCTb, PeCnpPaTOPHbI ANCTPECC-CUHAPOM, FeMOpParuyeckunii MHEeBMOHUT,

HepocTaTtouHasa pea6|/u1|/|Tau|/|ﬂ npun afleKBaTHOWN AunannsHomn nporpamMmme: NOCToAHHaA cnabocTb, YTOMJIAEMOCTb,
HEBO3MOXHOCTb LOCTUXEeHNA UeneBoro remornobuHa npuy NCKNKYEHNN anbTePHATUBHbIX MPUYUNH PE3UCTEHTHOCTU

O6HapyxeHrne TMA, B TOM umncne — B codeTaHnm € ApyrMmmn Mopdoornyeckumm avarHosamu, B 6ronTtate HaTUBHOM

[wnarHos, TepmunHanbHaa XINH HeAcHoro reHesa
E sy TunnyHbin [YC ¢ Taxkenbim OrI, HEMOIHBIM BOCCTAHOBIEHNEM MOYEYHON GYHKLUNMN
0COBEHHOCTI
Tskenas/3nokauyecTBeHHas Al C TPaH3UTOPHBIM MOBbILLEHVIEM KpeaTUHMHA KPOBMW U 6e3 Hero
Bospact MaymeHTsbl Ha 3MT monogoro Bo3pacta*
et n nogpocTtku Ha 3MNT
AHamHe3
opaJsibHble KOHTPaLenT/Bbl, IPOTVBOOMYXOJIEBbIE MPENapaThl, XMHVH, KNONUAOTrPes, TUKIONUANH U Ap.)
3nun3oabl aHeMUN 1 TPOMOOLIMTONEHUN B 1e6ioTe 1n Ha lo6om 3Tane 6one3Hn
Y *eHwuH — nocnepoposoe OlMM ¢ HenmosHbIM BOCCTaHOBJIEHNEM MOYeYHOM GYHKLNN
noTeps TpaHCnIaHTaTa B Nepsble 6-12 MecALEB Nocne onepawun)
BHE3anHO yMepLUMX B MOJIOAOM BO3pacTe, B TOM YMC/le — OT CepAeUYHO-COCYANCTbIX KaTacTpod
KnuHnuyeckas
KapTuHa CHVXXEHMe ranTornobuHa, oTpuuaTenbHasa npoba Kymbca)
naHKpeaTuT, NaHKpeoHeKpo3, nopakeHne KKT, »kenyAouHO-K/LLeYHOe KpOBOTeYEH e, raHrpeHa nanbLes
Taxkenasn, nnoxo koppurupyemas Al ¢ Hayana 6onesHu
K aHTViaHEMUNYECKON Tepanunu
CKNOHHOCTb K TPOMOOLMTONEHUN, MepCUCTMpytoLlee nosbiweHve JIAT
Mopdonornyeckas
KapTunHa NnoyKu

O6Hapy>KeHme TMA, B TOM Uncne — B cCOYETaHUN C Apyrnmmn MOpd)OﬂOFVILIECKVIMI/I avarHosamu, B buontate TpaHCMmaH-
TVIpOBaHHOVI NoYKn

O6HapyeHune TMA B nio60M Apyrom opraHe (Kpome MoyKm) Uau B GronTatax Koxu

* B otaenbHbIx cnyyasx al'YC MOXeT MeTb MeCcTo 1 y NaLneHTOB CPeAHEro 1 NOXKMIoro Bo3pacrta
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nuu Beicoko eposraoct al'VC. Caeayer moHIMATS,
YTO HEHHOCTD YKA3AHHBIX BBHIIIIE IIPU3HAKOB OCHOBAHA
TOABKO Ha KAMHITYECKOM OIIBITE aBTOPA 1 HE IIPOXOAHAR
BAAHAQIIHIO B CHAY PEAKOCTH 3a00AEBAHIA U HEMHOTO-
YHCAEHHOCTH KaHAUAATOB ¢ al 'V C Ha TpaHCIIAAHTAITHFO.

[ToAdepkHEM, UTO B CAOKHBIX CAYHYaAX OTCYTCTBHE
TMA 1pu epsoii HeppOOHOIICHH HE HCKAIOYAET BO3-
MOKHOCTH OOHAPY/KEHHA MUKPOAHTHOIATHI IIPU I10-
BTOPHOH OMOIICHH IIOYKH, YTO IIOATBEP/KAACT CACAYIO-
Iee KAMHIYeCKoe HaDAroAeHwe [15].

Asmoper us enanuu npedcmasuau 27-aemmiorn ser-
wuny co snokavecmsention Al u omacomernnvim cemedirvim
AHAMHEI0M: ) POOHOU cecripei 6 14 s1ent bt duacrocmuposar
MeMbparionposugepanussiil 2a0MepyaoHedpun ¢ nosviue-
nuem AAL, mancenoti anemuers, Inuiencuet, UtleMudeckKum
nopaNcerueM 201061020 Mosea, OvicimipeiM npozpeccuposariue
XITH, exmepm cecmput nacmynuia om secounol ungexyud,
Ho Oatiivie aymoncin Obiau HeonpeoeseHnsiMi, U 0CHOSHON
Ouazros e bera_yemariosaer. Cama nayuenmxa 6 60spacie
001020 200a neperecaa OITT Heacroeo zemesa ¢ anemuen
u mpomboyunonenued, paspeutnsuieecs cnormarto. OdHaxo
6 15-nemmem sospacme y desouxu swrasaera Al ¢ noser-
wennem yposua A 0o 160/ 90 ym pm.cm., npomeurypun
2 ¢/ cym, ymepennoe cruocere eemocnobura do 115 2/ npu
HOPMANBHOM YPoSie 1mpPOMOOYUNI08 U COXpanioll Ha mom
Momerm novedrol yrxyun. I layuennixe oviaa svinosrera
nepéas regpoduoncis, sviasusuas Poxansisiil nposugepa-
musHsLl 2n0MepytoHedpum ¢ denosumanu LgM. Hasnauerna
mepanua unenoumopamu ALID, 1o, necrmompa na Hegpo-
NPOMEKYUI0, OMMEYeH NOCIIENEHHBLI POCI CbI160POMIOUIH020
Kpeanmununa. B sospacne 26 sem swesanto paseuiace 310xa-
weemsennan AL (AA 216/ 120 m pmr.cm.), penmunonaniuz,
Hayaea Ovicmputtl poci Kpeanuniia, 00HapysIcerst maicesas
artemiis, mipomboyumonenus (mpomboyumer 22X10° [ 1), uiu-
soyumos; axmustocnms ADAMITS T3 6vrsa nopmansioi.
Tosmopran negppoduoncus nodmeepouna peransryro TNLA
(nodociipuie u xporuueckie cocyOucinbie NOPadNCeHs), Komopyrn
6 710 6peMa pacyerua Kax caedcmeue 310kavecmserition Al
Havamo aeverne 1 A, nposedero 5 cearncos 110, nocre ueeo
MUKPOGHZHONANUYecKUT 2eMONU3 G511 KYNUPOSat, Ho coxXpa-
HANACH QUANU3-3A6UCUMAT NOUCHHAS HeDOCINIAINIOUHOCII U 11
acenas AL, mpebosasuias 00nospemeriozo npuserens cemu
(1) armucunepmersusreix npenapamos. 'Ipu mecaya cnycma
nayuenmKa npodeMoHCIIPUPOSANa CHUNCENUe UHINEANEKIIA)
Kpanikospemeriivie U300z nomepu cosHanus u Hogs1tl NU300
MALA. Tlpu MPT zo0n08H020 Mosea o6Hapymersr ovac
SUNOKCUHECKU-UMEMUYECKO20 XaDaKiepa, NPUc)icneosaid
marce ymepenras yepedpanstaa ampogua. 1 enemuuecxoe
THecIuposariile 6b1A6 U0 20MOSUZOMIHOE HOCUINEABLINE0 2aN/I0-
muna ev1cox020 pucka H3 CEH, accoyuuposariozo ¢ rnuskum

ypostem parmopa H 6 naasme. Auacros bvia nepecrmonper:
) camotl nayuernKu u ee nozubuell cecrupel (Penipocnexsnusrio)
Quazrocmuposar al YC. 1 Layuenme nocae omeymemsus 3¢-
Gexma om 7 cearcos 110 6 sude coxparerun nposboyumone-
nattty MALA G210 1ayamo aeuerue sxyausymabom. I emous
npeKbaniac nocae nepsotl e UHGY U, 10c1e MpenIbeco 86¢-
DeHUA npenapama ommedeno sHaunmesvoe YAydmenne ce-
Mamoaozudeckux noxasamened u MP-xapmuns 201061020
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EN. Mpokonetko

Mosea, 00taxo nocae 18 Mec. sedenus nayuenmxa ocmaenca
sasucumoti om ouasusa u oxcudaen TT1 [15].

OIHCAHHBIH HCIAHCKIMI KOAACTAME KAMHIICCKII
IIPUMEpP IIOKA3BIBACT, KAK TPYAHO IIOPOM OBIBACT TPaK-
TOBATH KAUHITYECKHE CHMIITOMBI I MOP(OAOTHIECKIE
Asauupe aaxe rnpu cemernom al VC. ITo-Buaumonmy,
armzoa OINIT B Bospacte 0AHOTO roaa ToMKE OBIA 00-
ycaoBaeH TMA, KoTOpast BIIOCACACTBUI IIPHHAAL XPO-
nudgeckoe tedenue. Ho aanmeie mepsoit medppoduo-
cum B 15-AeTHEM BO3PaCTe CKOpee 3aTPYAHHAH, UeM
0OACIYIHAH, IIOCTAHOBKY AHArHo3a. Bropas Oumorcus,
BEIITOAHCHHASA YK€ IIPH Pa3BEPHYTON KAMHHYECKOM
kapruae MAI'A u GpicTponporpeccupyroreii moved-
HOI HEAOCTATOYHOCTH, BEIABHAA IIPU3HAKH OCTPOM
u xponndgeckoit TMA, no nprrannoit TMA mocanrasu
3aokadectBerHyio Al Anrip B Bospacte 27 Aert, mocae
Havara moctoanuon 3I1T, mpucoeanHenus TaKEAOrO
niremngeckoro ropaxenua [THC (moxomxero na mo-
paxKeHHEe TOAOBHOIO MO3Ia § CECTPBI) U BBIIOAHCHU
IeHETHIECKOIO MCCACAOBAHUA YAAAOCH YCTAHOBUTH
Anarao3 al'VC m AOOHTBCA YAVUIIIEHNS ITOCAE HAYAAR
KOMITAEMEHT-OAOKupyromieil Teparuu. [Tonarao, 4o
BoioAnenne TT1 y marueHTkn BO3MOKHO TOABKO IIPH
YCAOBHU IIPUMEHEHHSA 9KYAU3YMa02 13-32 OYEHD BEICO-
KOT'O PHICKA PEITMANBA TIOCAE OIIEPAITHH.

3Hnauenue cBoeBpeMeHHOI AnaraocTuku al'yC
y HAIMEHTOB B AUCTE 0XKUAAHUA
TPAHCIAQHTAIH [IOYKH

brIcTpo ycTaHOBACHHEI AMATHO3 ITO3BOASAET CBOEB-
PEMEHHO HAYATb ITaTOreHeTHIeckyro Tepanuto al'VC.
Caeayer ITOMHHTB, YTO HMEHHO PaHHEE HA3HAYCHUE
sxyansymada rpu al 'V C npusoaut k HanboAee IIOAHOMY
BOCCTAHOBAECHHIO (DYHKIIMH HATHBHBIX ITOYEK U APYTHX
ITOpaKeHHBIX OpraHos [16]. B gem xe omacHOCTH OTCYT-
CTBHSA IIPABHABHOTO AMArHO32 y maruertos Ha 3[1T Ges
SKCTPAPEHAABHBIX IIPOABACHHUI C HEOOPATUMOI yTPATOI
ITOYEYHON (PYHKIINHU B HICXOAC KOMITAEMEHT-OITOCPEAO-
BanHOIl TMA? Bo-1repBbIX, y AMAAN3ZHBIX IIAIHEHTOB
MOTYT Pa3BUBATHCA TAKEABIE SKCTPAPEHAABHBIE ITOPA-
KEHIS, CBA3AHHBIC C IPOAOAMKAIOIIEIHCA HEKOHTPO-
AUPYEMOI aKTHBAIIUEH KOMIIAEMEHTA U TPeOyroInue
ITPOBEACHHS KOMITACMEHT-OAOKHPYFOIIEH TEPAITIH AASA
cracenns sxusun, pyuknun [ITHC, spenns. Bo-sropsix,
nocae TT1 puck permausa al'VC ¢ morepeii Tpanciiaan-
TATA ¥ KU3HEYTPOKAIOIINME BHEITOYEUHBIMH IOPaKe-
HHAMHI AOCTATOYHO BBICOK.

[NammenTam ¢ al'VC Tpebyercs crienmasbHOE 1Ipe-
TPAHCIIAAHTAIIHOHHOE OOCAEAOBAHIE, OCOOBIE ITOAXOABI
K TIOAOOPY OPraHHOTO AOHOPA, K IMMYHOCYITPECCHBHOI
TEPAIIH, IPETPAHCIIAAHTAIINOHHON BAKIIMHAIIIH 1 Me-
AUKAMEHTO3HOH PO UAAKTHKE HHQEKITHIA, ITAAHOBOE
IIPHHATHE PEIIEHUA O HEOOXOAUMOCTH KOMIIAEMEHT-
OAokupyromieit Tepamun. Tax, y maruentos ¢ al'VC
CAGAYET IIPOBOAUTD AO BKAIOUEHHSA B AMCT OKHAQHUSA
TTI BaKIIMHAIINIO ITPOTHB MEHUHIOKOKKOBOH, ITHEBMO-
KOKKOBOH U reMopuABHOI mHbeKInn Tura b, n3de-



Kak He nponyctutb ATUMUYHBI FeMOﬂMTHKO-ypeMM‘IeCKMﬁ CMHOPOM Y NALMEHTOB B IMCTE OXMUAAHMS TOAHCNAAHTALMM NOYKM

raTh TPAHCIAAHTAIINN OPIAHOB OT «CYOOITHMAABHBIX
AOHOPOBY I OPraHOB C IIPEACABHO AOIYCTHMBIMU CPO-
KaMH XOAOAOBOH koHcepsanuu. [TpoBoAuTs remern-
YEeCKOE MCCACAOBAHUE CHCTEMBI KOMIIAGMEHTA HY/KHO
HE TOABKO y OYAYIIIETO PENUIIMEHTA, HO U Y ITOTEHIIH-
aApHOTO AOHOPa (pu mAanuposanuu TT1 or xuBoOro
POACTBEHHOIO AOHOPA) AAfl ICKAFOYCHHSA PUCKA PA3BH-
tust TMA rtocae usbsaTus mouku [17, 18]. Heobxoanmo
IIPUMEHATh HHAYKIIHIO HMMYHOCYIIPECCHH AHTHTHMO-
mrapasiMa uan anTa-CD25 antareaamu, ocobeHno
TINATEABHO KOHTPOAHPOBATH KOHIICHTPALIUH B KPOBU
LIMKAOCIIOPUHA/ TAKPOAUMYCA C LIEABIO HE AOIYCTUTH
IIPEBBIIIICHUA TEPAIEBTHYECCKIX YPOBHEH, n30erarTh
ncroAapzoBarus MTOR-uHIHONTOPOB (IIOCKOABKY
3Ta IPyIIa UMMYHOCYIIpeccaHToB, kak u VK, moxer
crrocobcTBOBaTh passuTHio TMA), 00s3aT€ABHO TIpO-
BOAHUTH IIPOMHAAKTHKY I[HTOMETAAOBHPYCHON HHEEK-
nuu He MeHee 6 Mec. mocAe onepannu [18-20]. Yacru
[AIIEHTOB HA OCHOBAHHUH AAHHBIX T€HETHYECKOIO
00CAEAOBAHHA M OCODEHHOCTEH CeMEHOro aHaMHe3a
U KAUHITIECKOTO TEICHUSA HEOOXOAUMO IIPH TPAHCIIAAH-
TAIIH IPOPHAAKTIYECKOE IIPHIMEHEHHUE SKyAU3yMaba —
5TO IAIMEHTHI C BEICOKHM M CPEAHHM PHCKOM PEITHANBA
mocae TIT [21].

Kak mpasnao, y manuentos ¢ al'VC, koTtopsm
He ObIA ycraHOBAeH Anarao3 Ao TI1, mpu passurum pe-
IIIAVBA B TPAHCIIAAHTATE HET AOCTATOYHOIO BPEMEHHI
AASL OOCAEAOBAHUA, IIPU 3TOM BO3HHKAET IIPOOAEMA
AnddepeHITHAAPHON AUATHOCTHKI BO3BPATHOM U de
novo TMA TpaHCIAaHTaTa, ACCOIMIPOBAHHON C He-
dpororcrunocreio MK, anTnTe AO-0110CpEAOBAHHBIM
OTTOP/KEHUEM, BUPYCHBIMU NH(MEKIIUAMI 1 APYTHMH
IIPUYNHAME, I AAAEKO HE BCETAA TPEOYIOINEH AedeH A
KOMITAGMEHT-OAOKHPYIOIIUM IIperaparoM [22, 23]. Dro,
6e3yCAOBHO, HE CITOCOOCTBYET OBICTPOMY HAYAAY KOM-
IAeMeHT-OAOKHpyroreii Teparmu. Ho aazke ecan ana-
ruo3 al'VC ycramaamsaercs nocae TI1 u maunnaerca
«TepAIIHA CIIACEHUM SKYAU3YMAOOM, PE3YABTATHI TAKOTO
ACUEHHSA XYIKE IO CPABHEHUIO C IPOPUAAKTHICCKIM
npumenenneM skyAansymada. Tax, Siedlecki A.M. et al.
CPAaBHUBAAH IIOTPEOHOCTD B AMAAH3E U (PYHKIIMIO pe-
HAABHOIO TPAHCIIAQHTATA B TPEX IPYIIIAX IIAIINCHTOB:
¢ amarzosom al VC, yeranosaennemm Ao TT1, u ¢ maga-
AOM TEPAITNH IKYAU3YMAOOM AO OIIEPAIIUH; C AUATHO-
som A0 TTI, HO ¢ HAYAAOM TepalHu IOCAE OIIEPAITH;
C AMArHO30M, ycTaHOBAEHHBEIM 1TocAe TTT i ¢ magarom
Teparuu rmocAe oreparun. Hanboaee Beicokas motped-
HOCTD B ITOCTTPAHCIIAAHTAIIMOHHOM AMAAH3€ U Hau-
6oaee muskas CKO TpamcmaanTara OBIAM HMEHHO
B ITOCACAHEH rpyme, B koTopeiil al'VC Opia Anarno-
CTHPOBAH ITOCAE TpaHCHAaHTaImH [24]. B MeTa-anasnse,
BrATounBrieM 18 crarei ¢ aarabiM 0 380 B3pocABIX
maruenTax ¢ al'VC mocae TTI, 6s1a0 mokasano, 91o
pu IPOMUAAKTIICCKOM IIPUMEHEHIH 9KYAH3yMaba
YaCTOTA IIOTEPh TPaHCIAaHTaTOB H3-33 TMA cocra-
BuAa 5,5%, a Ipu AedeHNN 3KyAH3yMaOOM pa3BHB-
muxcsl peruAuBoB — 22,5%, 1o ecth B 4 pasa Ooable

[25].
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Hanboasrras ahhekruBHOCTD IPUMEHEHIS IKYAU-
3yMaba AOCTHIACTCA B TOM CAYYAE, ECAU ACUYEHHUE ITOCT-
TpaHcHAaHTAIIOHHOTO peruAanBa al'VC naunmaerca
B 1epBee 7 AHEH [26], HO IIPU OTCYICTBUU AMATHO3A
al'VC Ao omepanuu TpyAHO MHHIIMIPOBATH KOMIIAE-
MEHT-OAOKHPVIOIIYIO TEPAIIHIO B 9TH cpoku. B psae
CAYYaEB IPOHCXOAUT OYEHb OBICTPAS IOTEPSA TPAHC-
IIAQHTATA, KAK B IIPCACTABACHHOM HIDKE KAHMHITICCKOM
HAOAFOACHHL

Hayuenm C., 33 200a, nocmynua 6 yermp mparc-
naarmayuy 6 gpespane 2014 2. daa sernoanenus TI1.
B oememse uacmo 6oaen npocmyonsimu saboaesarnugmu,
UMES CHUNCEHHBLI ANNemunt, NoCoaHIYI cAab0cHs, Hius-
Kutl undexe maccer meaa. Bo eéspociom eospacme y epaua
He Habawdaiacs, 6 30 aem Goraa cayuatino obnapysena
AL, anmueunepmensusmeie npenapamv: npunuman repe-
eyagpro. B 31 z00a obnapyscero nosviuerne Kpeamuiinia
cor6opomii 00 236 mxmons/ s na gone noseimenus A
u Hestauumenvtiol npomeurypun. buoncuu nouxu e 6ei10,
KAUHUYECKU OUARHOCIUPOSAH XPOHUHECKUT 2A0MEPY.A0teD-
pum, XITH. Ewe uepes 200 nayuernm sxcmperirio docmas.aen
6 Cmayuonap 6 MmaNces0M COCHOAHUY ¢ GOAAMU 6 HUBOMLE,
eemoppazueckum eacmpumom. I lpu obesedosarun: eemozno-
Gun 82 ¢/ 1, mouesuna coreopomxu 46 mmons /a1, Kpeamuriun
1037 sxmons | 4. Konemanmuposarna mepmunansras X1 1TH,
2eMOppazudecKutl acmipun? nocuumasil npoaeaeHueM ypesiitl,
rayamo aeverue npocpammmsim 1. Cocmosnue 6oavroz0
AYHIULUNOCE, 00HAKO COXPANANACE HEDOCINaIIOH IO KOHINPONU-
pyeman AL u pesucmennnan Kk aevenuro anemus, npu 3710Mm
mpomboyumoneriuu, nosvimerius AL ne ommeyerio. Sano-
dosper nepsuunsiii annugdoconunudustii curopom (ADPC),
1o mapreper ADPC ne obnapyscensr. I Layuernn w11 sxamwden
6 JUCHI 0NCUOAUSA IPAHCHAGHIIAYUY NOYKH.

11.02.2014 2. 6oavromy bvria seinoanera T11 om doropa
Co CMepmbI0 Mo3ea, cosMecrnuMozo no epynne Kposu. I Ipeo-
Cyuecmgyouye anmumend_y nayueHma e 6b1A6.1eHl, npe-
mpancnaanmayuonol Kpocc-manrd Ovtn OMpUYaAINEABHBIM.
WMnoyryus usismyrocynpeccuu nposederna basunurcusmabom,
Ha onepayuortom cmoe 86eder 8/ 8 1 2 memuanpednusonona,
Hastayerna n000epIcUEarnnan UMMYHOCYRPECCUA: 1maKpoi-
Mye, MuKogernonosas Kucaoma, npeonusoaon. B nepeese
cymrcu nocae onepayuu — emoznobur 82 2/, mpomboyunier
272X10° [ . Tlpu nanuuuu xposomora 6 mparcniarmante
10 dannvim Y 3AL ommenanace oaueypus. Yepes meckonvio
4acos nocae onepayu (anecmesnonozuyeckoe nocobue i onepa-
Yusa — be3 mexHueckux npooaeM u 0ca02icHer i) noasuacy
Hespo0euyecKan 00meMo3208an CUMNIMOMAnuKa: nayuenn
Ob2.1 301110pMOINCEN, THe NOHUMAN 00BACHEHUL Jedanyeco 6paYa,
X074 00 Onepayuil 6ce UHCHIPYKYUY 6bIN0AHAN HOPMANBHO.
AA180/100-110 wm prr.cm. LIBA 110 s 600.cm. Ha-
mpuii coréopomxu 136,0 mmons/ 4, eawxosa 10 mmons/ .z,
mouesuna 19 ymmons/a. Ha smopuie cymicu nocae onepa-
YUU COXPANANAC BANOCIIb, 3ANOPMONCCHHOCIIb, OAU)PUA,
Hayama SITT (zemoduadpunsmpayus). Ommevero crunce-
Hite eemoznobiuia o 66 ¢/, mpomboyunos — do 76 X10° /4,
Konyenmpayus maxpoaumyca 8 kposu — 14,6 e/ ma. 3a-
nodosperia TNLA, accoyuuposarnas ¢ negpomoxcuurnocmvro
UK, dosa maxpoaumyca cruncerna na 30%, nposedena un-
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@ysun C3L1. Ha mpenmvu cynmxu nocae T11: onauneypus, A
190/ 110 nam pm.con., eemoenobun 64 2/ 1, mpomboyunier
64X10%) 1, AAL 1033 EA/ . Tlpu Y3 mpancnaan-
mana omMmedanoc HepasHoOMEPHoe NOBBLULEHIE IX02EHHOHIU
Koprosozo caom, npu AC-LIK — pesxoe obednerue xpogo-
moxa 6 xope. Auacrocmuposana TNLA, nauamer cearnces
T10, nasnauen nuskomonexysapreiii cenapun, enfe boavute
cHUsena 003a maxpoaumyca. Heeviompa na exmedrnesruie ce-
ancer 110 u ungpysun C3L1, coxpananuce nesposoeuecxan
cummmonmanuxa (MPT 201081020 Mmosea — xapmura omexa,
MesKue yuacmu KposousMUANUL 6 noAyuapuax 60asuozo
Mozea), mpomboyumonenun — 43-79X10° ) a, noswimenue
AAL do 700 EA/ 2, omeymemsosana gynxyuu mparic-
naanmama. Ilpu sxoxapouozpagpuu eviaeqeno cruscenun
Dpaxyuu svibpoca se60z0 seaydouxa do 40%. Ha 6-7-¢
CYIMKU nocae onepayun noABUAACL KAUNUKA pecnuparniopiozo
Quenmpecc-cundpoma, Hauaa Hapacmans 0vxamensias e-
Q0CIamIOUHOCHIb, DU I70M HaAlUeHN He b1 cunepeudpaniy-
posarn. AHK yumomezanosupyca, supyca Onumetina-bapp
6 KposiL 1He 00Hapycersl, NPOKANLYUINOHUI KPOSU He 106bI-
went. K comcanenuro, 6 2014 2. euge ne Ovr10 603MmocHochu
Ob1cmIpo HasHawumry KOMRAEMEHI-0A0KUPYI0HYI10 1Iepantis,
U KOHCUAUYMOM NPUHANIO Dedlterite 0 IPancnaaninanidKimnio-
MUl 10 BUMANLHBIM NOKASAHUAM.

Ha 9-¢ cymrcu mparncnaanmam bein yoanern. Mopgoo-
euteckoe Uceae006arie Y0aaenozo mpancnaanmana: Kap-
muta ocmporr TMA, npusnaros ommoparenus ne svia6.1eto.
K 14-m cymixcam nocae TIL, 5-m cymncam nocae mparcnian-
MAMIKINOMUY — HOPMaAUIaYUA YPo6ra mpoMﬁoz/uwoB, no-
a1l pezpecc 1e6po.102UeCKOl CUMNIMOMANIUKM, UCHESHOBEN e
0b1XamIeAbHOI HEOOCIAMOMHOCIIN, BOCCINANO6ACHIE HOPMATb-
rotl gparxyun evibpoca sesozo sceaydouxa. Ilapnas nouxa
(om mo2o gce doropa) nocae mparncnaanmayun nayuenny
¢ NOAUKUCTIOI0M HAINUBHBLX TNOUECK NPOOCMOHCHIPpUPOSasa
HeMeONeHnY10 PYHKYUIO, TIeUeHte NOCAeoNepayuonozo ne-
puoday smozo nayuenma 0vi/10 HEOCA0NCHENHIBIM, 4110 NO-
360110 HaM, ¢ YUEnIOM MOPEPON0LUUECKOL Kaprmititvl 0cripoil
TMA 6 yoasnetrom mparcnaanmanie, Uckawuums Haiuuue
doropexot namonoeun. 1 Layuersm omrasancs om danvreditezo
006/1€006a1UA U BbICKA3A/ HCCAAHUE OCIIABANIBIA Hel ACUCHIUN
NPOZPAMMHBIM 2eMOOUANUIOM.

[TocAe TOBTOPHOTO OOCYKACHHUA AAHHOTO CAYYas
op1A anarnocruposan al VC. K coxanenuro, manuenty
HE YAAAOCH IIPOBECTH I'€HETHYECKOE HCCACAOBAHUE,
HO VYHTBHIBAS MOAHHECHOCHOE Pa3BUTHE TAKEAOH CH-
cremuoil TMA mocae TpaHCIIAAHTAIINY IIOYKH, OTCYT-
CTBUE AOHOPCKOII ITATOAOIUH, OTTOPKEHUSA, BUPYCHBIX
uadekuii, HeaEKTUBHOCTD CHIKEHHA AO3BI U KOH-
nenrpanuu VK B xposu, mposeacrus [10 u nudysuit
C3I1 B coueTaHNN C AHTHKOATYASHTAMI, OBIAO OBI BBHI-
COKO BEPOATHEIM OOHAPYIKCHIE ITATOTCHHEIX MYTALIIH
B cucreMe KomrAeMeHTa. CAOKHOCTD ANATHOCTHKI
al'VC y AaHHOTO ImanmeHTa MOKHO OOBACHUTD OTCYT-
CTBHEM IIOAHOM KAMHIYeCKoH kapTuasl TMA Ao Tparc-
IIAQHTAIIAH, 4 TAK/KE OTCYTCTBIEM MOP(OAOTHIECKOTO
Anarsosa 3aboaesanus cobcTBeHHBIX mmouek. Hyxmo
OTMETHTB, YTO THKEAaf, IAOXO Koppurupyemas Al
y HAIINEHTa MOAOAOTO BO3PACTa, AHEMUSA, PE3UCTEHTHAA
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K Aeuenuro, nopaxenue /KKT xapaxkrepHer Aaf O0AB-
ubx ¢ al'VC, HO MOTryT OBITH BHI3BAHBI H APYTUMU ITPH-
YHHAMH, 9TO B OTCYTCTBHE TPOMOOILIHTOIICHNH, ABHOIO
MUKPOAHTHOIIATHYECKOTO TEMOAN3A, MyABTHOPIAHHOTO
HOPAKEHNA 3aTPYAHAET AHATHOCTHUKY.

MooKeT AW TUIIUYHBII '€ MOAUTHKO-YPEMIYIECKUHI
CHUHAPOM OKAa3aThCA ATUIINYHBIM?

Panee cumrasocs, uro TII y marmentos, nepenec-
mux tunmaabil 1Y C) abcoArotro He30omacHa B OTHO-
meHun permAnba TMA, 9TO IIpeACTaBASETCA AOTHY-
uBM ¢ yaeToM Toro, uto STEC I'VC e penmausupyer
[27]. Oamaxo STEC-mrdekIms MOKeT OBITh TPHITEPOM
TMA npu al VC, 1 B 3THX CAyYAfIX ITAIIUEHTY MOKET
ObrTh OIrHO09YHO AnarHocTupoBaH TunnydHbE [VC.
Mnmenno Takue 6OABHBIE ACMOHCTPHPYIOT THKEAOE Te-
yerue TMA ¢ HEIIOAHEIM BOCCTAHOBACHHEM IIOYCIHON
dyskmn n 6sicTpo Aocturaror TXITH. Oamako cay-
gan STEC I'VC Toxe MOIyT OBITh OYCHD TH/KCABIMIL,
U 10 KAUHITICCKON KAPTHHE KPAHHE CAOKHO PA3AHYIHTD
tanmansi u atnnraasii ['YC. Auddepenimaspraasn
AHMAarHOCTHKA OCAOKHAETCS €Il M TEM, YTO B IIPETPaH-
CITAAHTAIIHOHHOM IIEPHOAE MOKET HE HAOAIOAATHCH
permanBos TMA (a STEC I'VC — ato 60Ae3Hb, KOTO-
pas me permausupyet, B oranane ot al'VC), u Toraa
nanuenta ¢ XBI1 5 craAud BKAFOYAIOT B AFICT OKHAA-
uuda ¢ Anarnosom «Tumrransni I'VCy. B aToit rpyrme
GoAbHBIX 11epBBIi pertmans TMA MOKeT pasBUTBCA YiKe
nocae TII. IlTo aanmoOl mpudmHe B HaCTOAIIEE BPEMA
MOACKYASIPHO-TCHETUYIECCKOE UCCACAOBAHIE CHCTEMEL
KOMITAGMEHTA IIEPEA TPAHCIIAAHTAIIIECH PEKOMEHAYETCA
He TOABKO 00AbHBIM ¢ al YC, HO 1 marmenTam ¢ Tepmu-
HaapHON XITH B nexoae tunmasoro I'VC.

WuTepecno, uro y aeteii ¢ trrmmanbm 1Y C matoren-
HBIC BAPHAHTEL [CHOB KOMIIACMCHTA (C YaCTOTOH BCTpE-
4aeMOCTU MHHOPHBIX asAeAel B monyadnuu <0,1%)
OOHAPYKUBAAKMCH 3HAYNMO YAIIE, YEM B KOHTPOABHOM
IPYILIIE, U IIPH 9TOM HE OKA3BIBAAU BAUSIHUS HA TSIKECTD
TedeHnsa ODoAe3HH, B TOM drcAe — Ha mopaxerne [THC
1 noTpeOHOCTD B Amasunse [28]. [lo-Buaumonmy, y Aereit
C TAKAMU I€HETHYCCKIME BAPUAHTAMM, IIEPEHECIIIIX
tanmansiii ['YC, ects puck penimamsa TMA. Alberti M.
et al. ommmcaau AByX manuenToB ¢ AnaraozoM «STEC
I'VC», koTOpBIE TOTEPAAN ITOYEUHBIH TPAHCIIAAHTAT
n3-3a peruanBa TMA. DTaM OOABHEIM I'€HETHYECKOE
recrupobanue maneAn «al’VCy OBIAO BEIIOAHEHO yiKe
IIOCAE YTPATHI TPAHCITAAHTATA: Y OAHOTO ITAITUEHTA BbI-
ABAcHa rereposuroraas myrarusd CEL a y Apyroit manu-
CHTKH 1 e€ MaTepu, KOTOpasd CTaAd AOHOPOM IIOYKH, —
rereposurotHas myramust MCP [29].

VHoTA2 permans TMA ¢ 3KCTPAPEHAABHOMN CHMITTO-
MATHKOH ITPOXOAUT HE3AMEUEHHBIM ¥ ITAIIeHTOB Ha I'A,
u AnmarHo3 al'VC BrepBble yCTAHABAUBAETCS TOABKO
nocae TT1. B AaHHOM KOHTEKCTE ITOKa3aTEABHO KAMHI-
geckoe HabAroaenne Dowen F et al.,, koropsie orcasn
nanueHTky 16 Aet Ha mporpammuoM A, y koTopoit
TXITH passuaack B HCXOAE AOKA3aHHOIO THIIMIHOTO
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I'VC [30]. Yepes 10 mec. 3IIT y 6oAbHOI HAOAIOAAACH
CYAOPOZKHBIH CHHAPOM, KOTOPBII B TO Bpems OBIA pac-
IIEHEH KAK ITPOABACHIE THIIEPTOHMYECKOH 9HIIe(haA0-
narun. Yepes 18 mec. Bemoanena TI1, pynkmmsa rpamc-
IIAQHTaTa OBIAA OTCPOYEHHOM, a Ha 10-¢ cyrkm mocae
omeparun y manueHTk passuaack MAI'A, zatem cyao-
porm, dorodobus, kopTukasbHas caenoTa; mpu MPT
roAaoBHOro mosra BesBacH PRES-cumapom. 3amoaospen
al'VC, HeMEeAACHHO HAYATO ACUEHHE IKYAU3YMAOOM:
gepes 48 u. mocae nHAY3UM IperapaTa KyIupoBaAach
HEBPOAOTHYECKHE CHUMIITOMEL, Yepe3 2 HEACAH HAOATO-
AAAOCH BOCCTAHOBAEHIE ITOYEIHON (PYHKIINHU U YPOBHA
TpoMOoITITOB. Broricus TpaHcIIAaHTATA, BHIIOAHEHHASA
Ha 15-If AeHb IIOCAE OIIEPAIIHNH, IIOATBEPANAL HAAMYHE
TMA. Ilpu reHeTHaeCcKOM TECTUPOBAHIN BBIABACH PEA-
Kuit rereposurotsiil Bapuant C3 — p.(Ser1619Arg) [30].

[IpuBOAUM KAMHHYECKOE HAOAIOACHHE AAHTEAB-
HOTO M TPYAHOTO 1IyTH K Anarnosy al VC y manmenTku
¢ neppoHadaApHbIM pAnaraosom STEC I'VC.

Tayuenmra 1998 e.p. 6 panmnem demckom 6ospacnre
Ha Gore 0cmpol KumedHol uHGexyul, 2eMoppazuteckozo
xosruma neperecta O 6 couemanuu ¢ mancenoti aremuer
u mpomboyumonenued. bera duaznocmuposar munudnveii
I'VC, nposodunca nepumoneansmviil duanus, curnmomaniu-
veckas mepanua. I loarnozo soccmarosaerus @ynxyun novex
He npousoulao, 8 ucxode ocmpozo snusoda TNLA cpoprupo-
sanace XBI1 3 cmadun. B sospacme 8 sem ommeuen pocm
Kpeanmununa cer60poniku 00 650 Mmxmoas/ 4, Korcmanupo-
6aria XBI15 cmaduu, navamo aeueriue nocmosnmsim amoy-
AamopisiM nepumoteanstivim duanusom. B gegpase 2010 ..
6 sospacme 12 aem svinoanera 111 om nocsmepmrmozo doropa,
Ha3HAYeHa UMMYHOCYIPeCcUsHan mepaniisa yuraocnopurom A,
MUKOPEHONGIMAMY U KOPIIUKOIIEPOUIAMU, DYHKYUA 1IParc-
naarmanma 6wtna yoosaemeopumensioi. OdHaro 6 oxmadpe
71020 JMce 200a, Hepes 8 Mec. nocae onepayul, 603HUKAG 0CIPas
QuChyHKYUA mparncnianmana ¢ nOSIueHUeM Kpeamunuria
Gosree 200 mxmons/ 4, vinoanena Guoncus nepecascernoil
nouxu. Mopeponozuuecku duazrocmuposaro ocmpoe onimop-
scere (100POGHOe 2UCHIONOZUYECKOE ONUCAHIUE He COXPAHUNOCE).
Iposedero neuernue eymopanviiozo ommopacernua: 110, ssede-
Hie BHYMPUBEHHOZ0 UMMYHO2A00)AUHa, pumyKkcumaba. Deiia
marnce nposederia KOHSEPCUA ¢ YHUKAOCHOPUHA Ha 1HAKDOAUMYC.
Tlocne nposedenrod mepanuu yposerns Kpeanumnura crnusuica
0o 140-160 mxmons/ s u coxpanaica na maxom ypose
noun 7 aent.

B 2017 2. 6 meuenue 6 mec. kpeamurur no8sicuaca
do 300 mxmons/a. B gespane 2018 e. nocae nepeoxnanc-
dertua ommeerno nossuere memnepanpst meaa 00 40°C,
CYXOl Kauleas, HACMOPK, NAYUEHIIKA CaMOCHIOAMIENbHO
npunumara HIIBC co caabvim sppexmom. B mapme
2018 . nossunuce boau 6 nod63domnoll u noacHudHol 0f-
Aacmi cnpasd, 710iHona, m’puo&uuemu — peéoma, coxpa-
HANCA ¢)OgpebpUuaUment, co160pomounbill Kpeamuun 6spoc
00 900 mxmons/ 1. Ilayuenmixe navama 31T crauana me-
modom 1A, samem — nepumoneansrozo duanusa. B anpese
2018 ¢ bvrna svtnoarera noémopHan buoncus mparcnian-
1UPOBAHHOL NOUKU: OGHAPYIHCEHO XPOHUYECKOe YMOPAbHOE
CA d-rezamusroe ommopaicerie, svipanceniiviii Heghpockepos.
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Lo pesyavmananm 6uoncuu mepanus onmopacerus npustara
Heyenecoobpasroti, pemerio npodosncums 31T, koppexyurn
aremut, AA. B anpene-urone 2018 e. camouyscmeue nayu-
CHIIKU 0CIIABANOCH HEYOOBAEIIBOPUINIENLHBIM, COXPAHANCA
cybgpebpuaumen, mouiHoma, 604l 6 NOACHUYHON 00aacHIH.
3a 3mo spema mpuNcds: 0esyulKa Haxoduaach Ha cnayuo-
HAPHOM Jedenut, 6 Havaae uas evinucara no ceMelnsim
00CII081eNbCINBAM 6 C6A3U CO CMEPIILIO MArmIEPH.

B urone 2018 e. — noswruerne memnepanype: meaa
00 38,5°C, yseauuerue mparncnianmama 6 pazmepax, pac-
wpertue yanedro-10xarouron cucmemst. Cumyayus 6 yeaom
mpaKmosanacs Kax o0ociperie Xporuueckozo nuesonegpuma
HePYHKYUOHUPYIOUe20 IMPANCHAANINAIIG, NOINMOMY bblAd
BbLNOAHEHA INPAHCNAAHINAINIKINOMUA, HAYama aHmudax-
mepuanviian mepanug. Yepes 7 oneii nocae svinucka u3 coma-
yuonapa, ede 6v1.10 66110A1ENHO YOaeHe MPAHCNAANIIAIIA)
NOABUNUCL BBIPANCEHNAA CAADOCIIb, PEONI, 3arieM HpUCOeU-
e nosmopreitt scuoxui cnya. AA 140/ 80 ym pm.cm.,
eemoznobun 85 2/ 4, mpomboyumvr 92X10° | 4, aeiixoyuner
9,2X10° ) a; wusoyumos +++, AAL 700-474 EA/ 4,
npompomburnoseril undexe 55%, MHO 1,41, gubpurnozen
2,7 2/ . Tlpu KT 2011081020 Mo32a seias.emst 81ympuepen-
Hete 2eMamomul: caesa 6 10610t obaacmu pasmepom 18 v,
cnpasa — eduruunsie 00 4 vm. Ha permzerozparime epyoror
KAEKY AezKue noAHOKPoEHb1, Kopru pacuuperiv. Auazto-
cnuposarns: OHMK (cemoppacuueccuii uncyasm) u TNLA,
HaASHAYeHb! aHmUSUNEPIIEHIUEHAA MEPaniii, HUSKOMOAEK)-
JAPHBLI 2enaput, yumo@aasit, IpumponoInut; Havam
nepumoneansiivlll OUGIU3, NAGIMOTIEPANUS He NPOBOOUAACH.
ITocmenenno cocmoanue nayuenmuu yayvmusocs, TNLA pe-
epeccuposana. 1 Layuermie b1 1npodosscer nepunioreansHeiil
Ouanus, nocmasaer eonpoc o nosmoprot TT1.

Ilpu obenedosarnuu neped nosmoprosi mparcniarma-
yueti ona_ymournenus npuurns: TNLA uccnedosars: axmus-
nocme ADAMTST3 6 naasme, anmurapouosunuroseie
anmumena, anmumena k f2-eauxonpomeursy I, eoruarnou-
notti anmxoazyaanm. Aannsexe sa TTI uw ADC e noay-
yerio. Bura ymouren cemedineiil arames: mante nayuenmki
mpadana ¢ no0pocHIKo8020 803pacia HEKOHIIPOAUDYeMOT
mancenoti AL, nepenecaa nosmopreie OHMK u ymepaa
6 sospacme 44 aem (urns 2018) npu xaunuuecxod Kap-
mure TMA. Y camoil nayuenmxu npu eenemuyeckom uc-
caedosariuy Ha Xpomocome 1 obnapyscera muxpodeseyus
1931.3(196743721-196801783)x1 npomancénrnocmoro
58063 naper 1yxaeomudos CFHRT,CFHR3 6 cemeposu-
eommom cocmoanuu. Aannas Mymayus Moxcent 0vimy acco-
yuuposaria ¢ passumuem al Y C. Auazros bvi1 nepecmonpers,
KoHemamuposar al Y'C, cemetinan gpopma sabosesarun. Pe-
KOMEHO06a10 He UCH0b306anlb 015 MPAHCHAaHIAY U NOUK)
o071 podcimeennuKa 6es ceremuyeckozo 06e1e006arus 0oropa,
npu TT1 Havame npodpusarniuueckoe npumereruem IK)au-
3yMaba.

B AamHOM HAOAFOACHHH C MOMEHTA IIEPBOTO IITH-
30Aa TMA Ao ycranoBAenus anaraosa al'VC mpormnao
20 aer. [IpumedaTeAbHO, 9TO IAITMEHTKA HE IIPOAEMOH-
crpuposasa kaptuay TMA B paHHEM IIOCTTPAHCITAQH-
TAIIMOHHOM IICPHOAE, 4 32TeM Ha (POHE I'YMOPAABHOTO
OTTOPIKEHHSA TIOYEUHOIO TPAHCIIAAHTATA, YEIO MOKHO
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OBIAO OBI OXKHAATB, IIOCKOABKY cama omepanms TT1
1 AaHTHTEAO-OIIOCPEAOBAHHOE OTTOP/KEHUE ABAAFOTCH
morrasivu Tpurrepamu TMA. [lepssri peruaus al' VC
IIPOU3OIIEA ITIOCAE TPAHCIAAHTATIKTOMHH IIO IIOBOAY
nueAoHedpuTa HePYHKIIMOHUPYIOIIErO TPAHCIAQH-
taTa. [ Ipy BeAeHNH ITAITHEHTKY IIOHAYAAY He OBIA VITCH
ceMelHbIN aHamMHe3 — Bbicokad Al' ¢ moApocTkoBoro
Bospacra u nosropasie OHMK y martepm.

OGcaepoBaHME TAITEHTOB C IIOAO3PEHIEM
Ha TPOMOOTHYECKYI0 MUKPOAHTHOIIATHIO IIEPEA
TPaHCIAAHTALUEH ITOYKU

[MammenTtsr ¢ moao3penneM Ha TMA HaTHBHBIX
HOYEK HAH C MOP(OAOTHUECKH ITOATBEPKACHHON TMA
HEACHOTO I'eHe3a ITEPEA BKAIOUCHHEM B AHCT O/KUAAHHA
TIT AOAKHBI IIPOHTH AOIIOAHHTEABHOE OOCACAOBAHIA
C LIEABIO HOATBEpiKACHMUS/ nckAroueHus TMA, a Takixe
ycranoAenus npranaer TMA. Kak yxe 65100 oTMedeHO

EN. Mpokonetko

BBIIIIE, KpafiHe BazkHO AnarHoctrposats al'VC Ao Tparc-
IAQHTAIINU C YIE€TOM BBICOKOW BEPOSATHOCTH TAKEABIX
OCAOMKHEHHIH U OBICTPOI IIOTEPH TPAHCIIAAHTATA IPU
HCITOAB30BAHUN OOBIYHBIX IIPOTOKOAOB BEACHHSA pe-
IUITNEHTOB PEHAABHOTO TpaHCIAaHTaTa. [Ipeasaraem
CACAVIOIIUI aATOPHTM OOCACAOBAHUSA ITAIIUEHTOB C ITO-
arospennem Ha al'YC n Apyrue dpopmer TMA mepea
BKAIOYeHHeM B AuCT oxkuAanus T11 (pucyHOK).

[Ipu Turmanoit kannngeckoll kaprune al'VC aas
IIOATBEP/KACHUA AMATHO3a He Tpebyerca Omorcusa
moukd. Ho B AMATHOCTHYECKH CAOKHBIX CHTYaIIIAX
IIOAE3HO IOAYIHTH MOPQOAOTIIECKOE ITOATBEPIKAE-
unue TMA, u mposeaerue I'A camo mo cebe He ABAA-
erca uperArcrereM K Hedpodbuorcun. OAHAKO, Kak
n3sectHO, XITH (0coOeHHO ¢ CyIIecTBCHHBIM yMCHB-
IIICHUEM Pa3MEPOB IIOYEK), TPOMOOLIUTOIICHHS, CaMa
peraapHas TMA n 1ieasiii paa Apyrux hakropos Io-
BBIIIIAIOT PUCK OOPA30BAHUSA OOABINNX IIOCTIIYHKI[HU-
OHHBIX I'€MATOM M AK€ IIPOAOAKHTEABHOIO KPOBO-

KnuHuueckoe nopo3penue Ha TMA
(Hedbpobuoncum He 6bbino)

nnn

TMA HescHoro reHesa B 6uonTtate HaTUBHbIX MOYEK
unu 6uonTtarax Apyrux opraHoB/KOXHM

Pa3amepbl nouek
YMEHbLLEHbI, PUCK
KPOBOTEYEHWUS BbICOKMI

Y Y

CoxpaHHble pa3mepbl MoYek,
PUCK KPOBOTEYEHUS HU3KMIA

+ 3nun3ofbl
TpoMbBOLMTONEHNH,
MATA B aHamHe3e

‘ Hedpobuoncus ‘ ‘ OTkas oT Hedhpobuoncum

[ononHutensHoe

| T™A- | | TMA+ |

vy T

HeuHBa3MBHOe obcnefoBaHne

COXpaHﬂeTCﬂ KINMHN4YeCcKoe

Y
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1 (npu konuyectee

<10%

|| ADAMTS13
>10%

TpomboumToB <70x109/n)

nofo3peHue
Y
TTn
O6bI4HOE KOMMMEKCHOEe obcneaoBaHne
0119 BKITIOYEHUS B IUCT oxxuganms TI1
A®C
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!

MmmyHonornyeckne mapkepsl AOC
(npu HeobxoanmocTh — Takxke CKB)

Pesynbrar+

\ 4

Pesynbrar-

MonekynsipHo-reHeTuyeckoe nccnegosaHue (dpaktopsl H, I, B, C3, tpombomoaynuH, MCP, DGKE, CFHR1, CFHR3),
onpegeneHve aHTuTen K cpakropy H

BbisiBNeHbl NaToreHHble UM BEPOATHO NaToreHHble
reHeTUYeCKMue BapuaHTbl, aHTUTENa K chaktopy H

MyTau,uu He BbisiBJIEHbl UJIU BbisABJIEHbI FreHeTUu4YecKkue
BapUaHTbl C HEACHbIM KJIMHUYECKUM 3Ha4YeHuem

Y

alryc

[JononHuternbHas oLeHKa aHaMHe3a,
nab. paHHbIX. Bo3mMoxHo onpeaenexve
MapKepOoB aKTUBaLMK KOMMIIEeMeHTa*

al'YC He ucknioueH,
NPUHUMAaETCs KIIMHUYeckoe
pelueHue o guarHose

€

* Mapkepamu rrinepakTuauuy TepMUHaNbHOTO KOMMJIEKCa KOMMIEMEHTa ABNAIOTCA BbICOKMI yPOBEHb PacTBOPMMOro meMbpaHoaTaKyloLero Komniekca
C5b-9 B KpoBw, oTnoxeHne C5b-9 Ha kneTKax SHAOTENUA B KynbType, Aeno3uuma C5b-9 B TKaHAX NauyeHTa

Puc. Anroputm obcnefioBaHMA NaLMeHToB ¢ nofo3peHriem Ha TMA n TMA HeACHOro reHesa nepep BKOYEHEM
B JINCT OXKMAAHNA TPAHCNIaHTaLUN NOYKN

Fig. Algorithm for examining patients with suspected TMA and TMA of unknown origin before inclusion on the kidney transplant waiting list
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TEYCHHA U3 MECTA IYHKIINHU, XOTH 9aCTOTA CEPbE3HbIX
reMOPPAruYeCKIX OCAOKHEHHUH ITocAe Hepodrorcnu
II0 AAHHEIM MET4-aHAAH32 HEBBICOKA — reMOTpaHcdy-
3uu TpeboBaruch B 1,6% caydaes, a BMEIIATEABCTBA AAL
ocraroBKH KposoTedenud — B 0,3% [31, 32]. [1o ykasan-
HBIM [IPUYHHAM BOIIPOC O IIPOBEACHHN OUOIICHI ITOYKH
pu opospennn Ha TMA y marmentos Ha I'A perma-
€TCH MHAUBHAYAABHO, C TIIATEABHOI OIIEHKON COOTHO-
IICHUS [T0AB32/ PUCK HHBA3HBHOIO AHATHOCTHIECKOTO
BMEIIIATEABCTBA F HAAUYNSA BO3MOKHOCTHI KYIINPOBAHIA
BEPOSATHEIX OCAOKHCHII B AAHHOM ACIECOHOM YIPEIKAC-
mun. Kax mpasuao, ecan marment Haxoanres zHa 3[1T
yiKe AOATO, Doace 3-4 Mec., OT BEIIOAHCHHSA OHOIICHN
orkaseBatoTcs. Kpome Toro, erre pas HATOMHIM, 9TO
Ouoricus BBIABAACT TOABKO Haamane TMA, Ho He Bepu-
unmpyer ee mpuauny. [Ipu THINYHOM U ATHIIHYHOM
I'VC, ADC, ckAepOAepMHYECKOM ITOYEIHOM KpPH3E,
AexapersenHoit TMA mopdoaorndeckas kapTaHa 110-
YEUHON TKAHK OYACT IIPAKTHYECKI OAMHAKOBOM [33].

Ecan o pesyapraram 6uorncrn penaspaas TMA mc-
KAIOYCHA (HE YIUTBIBAIOTCA OHOIICHU C HEAOCTATOYHBIM
KOAMYECTBOM MATEPHAAQ, HEOIIPEACACHHBIM 3aKAIOUE-
HHEM MOPOAOTra), IIEPEA BKAFOUEHHUEM B AHCT OKH-
AAHHA IIPOBOAUTCA OOBIYHOE 0OcAeaoBanue. Caeayer
HIOAYEPKHYTB, YTO IIPH COXPAHEHNH CEPHE3HOIO KAMHH-
YECKOIO IIOAO3PCHIUA AOIIOAHHTEABHOE HEUHBA3UBHOC
00CACAOBAHHE TOKE IIPOBOANTCA AQKE IIPH OTPUIIATEAD-
HBIX PE3YABTATAX MOP(OAOIIIECKOIO HCCACAOBAHUS,
KaK U B TeX CAy9asx, korAa TMA obnapyxeHa. 910 00-
CAEAOBAHIE AOAKHO BKAIOYATH OIPEACACHHE AKTUBHO-
cru ADAMTS13 u maangns nuaraduropa ADAMTS13
B IIAA3Me€ Y IAIHECHTOB C TPOMOOIUTOIICHNEH — YPOB-
Hem TpombounTos Huke 70X10%/a, mccaeaoBanne
KPOBH Ha AHTUKAPAHOAUIIIHOBBIC AHTHTECAR, AHTHTCAL
K B2-raukonporenny I, BOAYaHOYHBIH aHTHKOATYAAHT
(IIpH IOAOKHTEABHOM PE3YABTATE AAS IIOATBEPIKACHIA
anaraoza APC obcaepoBaHmIE HEOOXOAIMO ITOBTOPUTD
uepes 12 meaean) [34]. ITockoAbKy 3HAYMTEABHASA YACTD
caygaes AQC mabaropaaercs y manuentos ¢ CKB, me-
A€COODPA3HO IIPOBECTH TAK/KE NCCACAOBAHUE HMMYHO-
AOTMYECKHX MAPKEpOB BoAuaHKH. KoHmeuno, caeayer
HCKATOYNTD U CUCTEMHYIO CKACPOAEPMUIO, HO BCE-TAKH
HAITIEHTHI CO CKAEPOAECPMUEH OOBIYHO MMEFOT KAMHH-
YEeCKUI AMATHO3. B OTACABHBIX, AOCTATOYHO PEAKHX
CAYYaSIX, V HALIMCHTA MOKET OBITh BBIABACHA HE OAHA
Ooae3np, HaTpuMep, BoadanouHb Hedpur u al'VC
uan IgA-nedpomarua u al'VC [35-37].

[Tpu uckarouernu TTTI, CKB, ADOC (a B HekoTOpBIX
CAy9YasX W IPU BBIABACHHN BOAYAHOYHBIX U aHTH(HOC-
(pOAUIIIAHBIX aHTHTEA, ITOCKOABKY rmarnenTsl ¢ CKB
u ADPC moryr umers Bropuunsiit al'VC ¢ Haamanem
MYTaIui) HEOOXOAMMO ITPOBECTH MOAEKYAAPHO-TEHE-
THYecKoe nccaeaobanue manaeAn «al VO u, kpaiine xe-
AQTEABHO, orpeAescHue auTureA K pakropy H. B cay-
“ace BBIABACHHSA ITATOTCHHBIX HAU BEPOATHO ITATOTCHHBIX
TEHETHYECKUX BAPHAHTOB KOMITAEMEHTA ITPH HAAUYNHI
TMA martzrentTy yeranasausaercsa anartos al VG, u mpo-
BOAHTCA COOTBETCTBYIOINAA IIPOMHAAKTUKA PEIIMANBA
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3aboAeBaHUA TPH TpaHCHAAHTAIIH. CAOKHOCTD 3aKAFO-
YAETCA B TOM, 9TO OTCYTCTBHE TCHETUIECKIX BAPHAHTOB
CHCTEMBI KOMITAGMEHTA AN BBIABACHIE MyTaIIMIi C He-
AcHpIM 3HadeHHeM He uckarogaer al YC [38]. B moa00-
HBIX CHTYAIIHAX CAEAVET €ITIe Pa3 IIPOBECTH IIOAPOOHYIO
OIICHKY AMYHOIO M CEMEHHOTO aHAMHE32 ITAITMEHTA,
KAMHIYECKOH KAPTHHBI, OOPATHTHCA 32 IIOMOIIBIO
B 3KCIIEPTHBII IeHTpP. EcAM KAMHIKO-aHAMHECTHYECKT
ycraraBAuBaetca TMA o IpH 9TOM HCKAIOYAIOTCA APY-
e HPI/ILII/IHBI MI/IKPOHHFI/IOHQTI/II/I, HaHHCHTy CTaBUTCA
Amarao3 al'VC AazKe IpH OTPHIIATEABHBIX PE3YABTATAX
TEHETHYECKOTO TECTHPOBAHIAL.

AOIIOAHHTEAPHBIMU aPIYMEHTaMH B I10AB3Y al'VC
MOIYT OBITb OHOMAPKEpPHI AKTUBALIMH KOMIIACMCHTA,
OIIPEACAECHHE KOTOPHIX ITOKA HE BOIIAO B INHPOKYIO
KAMHHYECKYIO IIPAKTUKY, HO MOKET OBITh OYEHb I10-
AE3HBIM AAS ITOATBEPKACHUSA KOMITAEMEHT-OIIOCPEAO-
BaHHOTO xapakrepa TMA: 310 BBICOKHIT ypOBEHD pac-
TBOPHUMOTO MeMOpaHoaTakyrorero komrmaexca (C5b-9)
B kpoBu, Actosurmsa C5b-9 B kyAbType KAECTOK 9HAOTE-
AVl ¥ B TKQHAX ITAIINEHTA (TOAOKUTEABHOE OKPAIITHBA-
HHUe OHONTATA IIPU NMMYHOTHCTOXHMITYECKOM HCCAE-

soBarnn Ha C5b-9 u C4d) 33, 39].
3akaroueHue

B mocaeaHee AecATHAETHE KOAIECTBO ITYOAUKALIHIA,
nocssimrerasrx al'VYC u TMA sHaYHTEABHO yBeAHYH-
AOCB, 9TO CIIOCOOCTBOBAAO VAVUIICHHUIO AHATHOCTHKI
al'VC. V MHOrHEX Bpadeii HOABHACH COOCTBEHHEBIH OIIBIT
Beaenus manuenTos ¢ TMA. Tem me Menee, ocTaroTcs
npobaemsr anarsocruku al'VC, ocobenno mpu o1-
CYTCTBHH ITOAHOIO CHMIITOMOKOMITACKCA, Pa3BHTHUA
ArokaapHO-mIouewHO TMA. Hekoropsie maruesTs
¢ al'VC aocrararor tepmumassaoi XITH u Brarouarorcs
B AHCTBI OKHMAQHUA TPAHCIIAAHTAIINOHHBIX IICHTPOB Oe3
YCTAHOBACHHSA IIPABUABHOTO AMArHO32. BeIoAHEHMIE
TII Takum GOABHEIM C IIPUMEHEHHEM OOBIYHBIX IIPO-
TOKOAOB BEACHHA YPEBATO CEPHE3SHBIMU ITOCACACTBH-
AME — permAnBoM TMA B ITOYedHOM TPAHCIIAAHTATE,
ObIcTpPOI ImoTepell (DYHKIHH TPAHCIAAHTHPOBAHHON
mo4kn, paspuruem cucreMuoir TMA ¢ yrposkarornuvu
KU3HNI OpraHHbIMI/I HOPa)KCHI/IﬂMI/I. HCPCAKO TOABKO
IIOCAE TIOTEPU IIEPBOTO TPAHCIIAAHTATA BIIEPBBIEC BO3-
HukaeT noaospenne Ha al'VC, mpu 9T0M B yCAOBHAX
AeHIIITa AOHOPCKHUX OPraHOB BO BCEX CTPAHAX MUPA,
BO3MOKHOCTH CCHCHOMAN3AIINH ITAINCHTA (TIOABACHEA
antu-HLA amruren) mocae neppoit T, Bosnuknose-
HUfA HEraTUBHOTO oTHomIeHusA manuenTa k TI1 mocae
HEYAAYH IIEPBOI OIEPAITNH, BEIITOAHCHHE ITOBTOPHOMI
TPAHCIIAQHTAIINN MOZKET CTATh CEPhE3HOM IIPOOAEMOIL.

[To ormrcaHHBIM BBIIIIE TIPHYHTHAM IIEPEA HePOAO-
raMH, CHENNAAUCTAMA 110 AHAAU3Y, TPAHCIAAHTOAO-
raMu, KOTOPBIE HAIIPABAAFOT arueHToB Ha TTI manm yaa-
CTBYIOT B pabOTE KOMHCCHIT ITO BKAIOUEHHIO ITAITHCHTOB
B AucT oxuAanmA TT1, crouT BaxHas 3aAaua — He 1pory-
crutp al'VC y HaIneHToB ¢ HeACHBIMU IIPUYNHAME Tep-
muzasbHOH XITH. Ocoboe BHIMAaHME, TO-BHAIMOMY,
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HEOOXOAUMO YAEAATH MOAPOCTKAM M IAITHEHTAM MO-
AOAOTO BO3pacTa ¢ TaKeAOH Al', pesancTeHTHOMN K Ac-
YCHHIO AHEMHEH, SITN30AAMH TPOMOOITHTOIICHHH, AFO-
OBIMHI 9KCTPAPEHAABHBIME ITOPAKEHIAMH, TTAITHEHTAM,
neperectuM TUIIHEI [V C, seHIIIHAM, ¥ KOTOPHIX
IIOYEYHAA HEAOCTATOYHOCTD PAa3BHAACH IIOCAE ITEPEHE-
ceHHOII TskeAol npeskaamicnn/ HELLP-cuuapoma,
a TAKKE ITAIMEHTAM, IIOTEPABIIIM CBOM ITEPBHIM PEHAAD-
HbI TpaHcrAaaTaT n3-3a TMA. B amaraocruke al'VC
U OIPEACACHHH AAABHEHINIEH TAKTHKU § KAHAHAATOB
Ha TII ¢ HeACHBIM AMATHO30M DOABIITYIO POADL UIPAFOT
HE TOABKO BEICOKOTEXHOAOTMYHBIE METOABI ODCAEAOBA-
HUS, TAKHE KAK T€HETHYECKOE MCCAEAOBAHIE CHCTEMBI

EN. Mpokonetko

KOMITAEMEHTA, IMMYHOAOTHIECKHE METOAB OOCAEAOBA-
HHSA, MOP(DOAOTHYECKAS AMATHOCTHKA, HO M TINATEABHAS
OLICHKA aHAMHE34, B TOM YHCAE CEMEHHOTO (IIpH HEOO-
XOAHMOCTH — 3aIIPOC MEAHMITIHCKIX AOKYMEHTOB U3 APY-
IUX ACYECOHBIX VIPEKACHUIT), AHAAU3 OCOOEHHOCTEH
TedeHUs ODOAE3HI, HCKAIOYCHHE APYTHX Ipudaus XbI1
5 craanm. [Ipuvenenue MyAbTHAUCITUIIAMHAPHOTO TTIOA-
XOAA C IIPUBAEYECHUEM SKCIIEPTOB PA3AMYHBIX CIIEIIHAAD-
HOCTEH, KOAAECTHAABHOE OOCY/KACHUE CAOMKHBIX KAMHH-
YECKHX CAYIAEB MOKET IIOMOYb YCKOPHTH AHATHOCTHKY
U YAYYIIHTD KAK PE3YABTATH TPAHCIIAAHTAIINI TIOYKH,
TAK M IPOTHO3 3a00AEBAHUA B IIEAOM y IAIIHEHTOB
¢ nponymenasiv al VC.
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HedpoHodrms-accoummposanHas umnnonarms s pamkax curapoma CeHcenbpentepa HabnioneHns 13 npakmku

Pesrome

Cunppom CenceHOpeHHepa, TAKKe H3BECTHBIN KaK KPAHUOIKTOA€PMAABHASA AUCIIAA3HA, IIPEACTABAAET
co00M yABTPAPEAKYIO ayTOCOMHO-PEIIECCUBHYIO IIMAMOIIATHIO, BEI3BAHHYIO IIATOI€HHBIMU BapHAHTAMHU
B OAHOM U3 IIIECTH I'€HOB, BKAtouasa [F143, IFTS2, IFT122, IFT140, WDR19 u WDR3S5, koAupyoImux
0eAKH, KOTOpBIE ABAAIOTCA YACTHIO BHYTPH)KIYTUKOBOI'O TPAHCIIOPTHOTO KOMIIAEKCA A, yUaCTBYIOIIIETO
B peTporpasHoM nuanapaoM rpaucnopte. Cuaapom CeHceHOpeHHEpa XapaKTepU3yeTC:A MHOYKECTBEHHBIMU
AHOMAAHMAMU C XapaKTE€PHBIMH YE€PEITHO-AUIIEBBIMU IIPOABACHUAMH (BBIITYKAOCTB ADa, AOAUXOLIe(hbaAm),
MeTa(pU3apHOM AUCIIAA3HEH (YKOPOUEHHE KOHEUHOCTEH, y3KasA IPyAHAA KACTKA), SKTOACPMAABHBIMU (PeA-
KHe€ BOAOCBHI, MAAEHBKIE U OTCYTCTBYIOIIHE 3y0bl, AHOMAABHBIE HOI'TH) U COEAMHUTEABHOTKAHHBIMU (TH-
[IEPIAACTHYHAA KOKA, THIIEPMOOUABHOCTH CYCTABOB) aHOMAAUAME, AUCTPO(Uell CeTUATKH, [IATOAOTHEeH
IOYEK U IICUYEHH.

MBI npeAcTaBAfEM KAUHHYECKOE HAOAFOAGHHE 32 MAABYUUKOM 5-TH A€T ¢ AMarHo3om cuHApoM CeHceH-
OpeHHEpa C THIIMYHBIMU YEPEITHO-AUIIEBBIMU, CKEACTHBIMH 1 9KTOA€PMAABHBIMHI AHOMAAUAMY B COUETAHUH
C IIATOAOTHEH [TOYEK U IPOIrPECCUPYIOINM CHIDKEHHEM (PYHKIIUHU IOYEK.

MaApYMK ABAAETCA BTOPBIM PeOEHKOM OT 3AOPOBBIX POAUTEACH, COCTOAIIUX B HEPOACTBEHHOM Opaxe.
Ero macca-pocroBsle nokasareAu npu poxxaeHun 6s1au B Hopme (Macca 3100 rp. — 50%o0, aamnna 51 cm —
50%o). Kamammaeckoe 06caeA0BaHME, IPOBEACHHOE HEIIOCPEACTBEHHO IIOCAE POSKACHHA, BBIABHAO YEPEITHO-
AWIIEBBIE U CKEACTHBIE aHOMAAUH (AOAMXOLe(pAANsA, ITUPOKUI A0D, SIIMKAHT, TEACKAHT, y3Kad IPyAHAA
KAETKA, KOPOTKHE KOHEYHOCTH, OPAXUAAKTUANSA, CHHAAKTHANA 2-3 maAbIieB o0eux crom). Ilo pesyabraram
Y3-uccaeAOBaHUA IIPHU POKACHIH ITOYKU OBIAM HOPMAABHOI'O pasMepa 0e3 IapeHXMATO3HBIX N3MEHEHHIH.
B 14 mecsaieB MaAbUMKy ObIAQ IPOBEACHA XUPYPrHYECKAsA KOppeKuua ckadouedanm.

B Bo3spacre 2 aeT y peberka HaOAFOAAAACH 3aAeprKKa pusmdeckoro pasputua. ¥Y3H modyex BBIABUAO
ABYCTOPOHHHE ITAPEHXUMATO3HbIe KICTHI (MeHee 1 cM).

ITpu nepBrYHOM 06CAEAOBAHIN B BO3PACTE 4 AET y MAABUHMKA OTMEYAAMCH HU3KOPOCAOCTb, IIOACHHYHBII
CKOAMO3, METa0OAMYECKHIA aIIA03, IpoTenHypHsA A0 1,0 r/A ¢ HOBBIIIEHHBIM YpOBHEM B-2-MUKPOrA00yAHHA
B MOY€ ¥ MUKPOAAbOYMUHYPHsA, CHIDKEHHE 9KCKPEIH KAABIUA, ITOBBIIIeHNe (PPAKIINOHHON IKCKPEIUH
kaaus, Hatpus u Marausa. pCK® 6p1aa camxena Ao 54,7 ma/mun/1,73 M2, TIpu Y3U mouex COXpaHAANCH
kucrosueie oopasosanus: (ITIT 1,3%X1,6 cm, AIT 0,8X0,6 cmM) 1 BriepBbIe BHIABACHBI EAUHUYHBIE MEAYAAAP-
HbIEe KAaABIIMHATHI B 00enX mouKax. AAsf KOPPEKIHH META00AMYECKOI0 AIIIA032 ITALIMEHTY ObIA HAa3HAYCH
ruApokap6oHar Harpua. C aHTUIIPOTENHYPUUIECKOIl 1 He(PPOIPOTEKTUBHOI I1€ABIO GBIAO HAYATO A€Ue-
uue naruduropamu AIT® (MATI®) (snasanpua, 0,125 mr/xr/cyr). MeToAOM MaCCOBOIO apPAAAEABHOIO
CEeKBEHHPOBAHU: BBIABACH BAPUAHT C HEACHONH KAMHHYECKOH 3HAYUMOCThIO €.2907G>T (p.Lys969Asn)
B 25 sx30He reHa WDR3S B romosuroraom cocrosuaun. O6a poAuTeAd 0Ka3aAMCh IeTEPO3UTOTHBEIMH HO-
cureaamu 3toro BapuanTa WDR3S. 12-mecadHas Tepanua THAPOKApPOOHATOM HATPHA CIIOCOOCTBOBAAA
HOPMAAHM3AIAH KHCAOTHO-OCHOBHOI'O cocTosaHusA, AeueHre HATI® npruseAo K yMEHBIIIEHUIO IPOTCHHYPHUI
¥ MUKPOaABGyMuHYpuH U crabuansarmu puabTparonnoii pyukumu moyek (pCK® 50,1 ma/mur/1,73 m?).

Abstract

Sensenbrenner syndrome, also known as cranio-ectodermal dysplasia, is an ultrarare autosomal recessive
ciliopathy caused by pathogenic variants in one of six genes including IFT43, IFTS2, IFT122, IFT140,
WDR19, and WDR3S, all encoding proteins that are part of the intraflagellar transport complex A which
is involved in retrograde ciliary transport. Sensenbrenner syndrome is a multiple anomaly syndrome with
distinctive craniofacial findings (forehead bossing, dohchocephaly), metaphyseal dysplasia (short limbs,
small thorax), ectodermal anomalies (sparse hair, small and missing teeth, short nails), connective tissue
abnormalities (loose skin, joint laxity), retinal dystrophy, and chronic kidney and liver disease.

In this article, we present a 5-year-old male patient diagnosed with Sensenbrenner syndrome as a typical
craniofacial and skeletal anomaly with kidney disease and progressive decline in kidney function.

The boy is the second child of healthy non-consanguineous parents. His birth weight was 3390 g
(50%o) and the birth length was 51 cm (50%o). Clinical examination performed directly after birth, revealed
craniofacial and skeletal abnormalities (dolichocephaly, wide forehead, epicanthic folds, telecanthus, narrow
thorax, short limbs, brachydactyly, syndactyly of 2-3 toes of both feet). Postnatal kidney ultrasound (US)
showed normal-sized kidneys without parenchymal changes. At the age of 14 months, the boy underwent
a surgical correction for scaphocephaly.

At the age of 2 years the child presented with failure to thrive, US revealed bilateral solitary parenchymal
cysts (<1 cm) in both kidneys.

At the first admission at the age of 4 years, the boy had short stature, lumbar scoliosis, metabolic acidosis,
proteinuria up to 1.0 g/1 with elevated urinary 3-2 microglobulin level and microalbuminuria, decreased
calcium excretion, increased fractional excretion of potassium, sodium, and magnesium. His eGFR was
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decreased to 54.7 ml/min/1.73 m2. Kidney US revealed a few cysts (RK 1.3X1.6 cm, LK 0.8%0.6 cm) and
single medullary calcifications in both kidneys. Oral sodium hydrocarbonate was given to the patient to
correct metabolic acidosis. Treatment with ACE inhibitor (1IACE) (enalapril, 0.125 mg/kg/d) was started
for antiproteinuric and nephroprotective purposes. NGS identified a variant of uncertain significance
c.2907G>T (p.Lys969Asn) in exon 25 of the WDR3S5 gene in a homozygous state. Both parents were
found to be heterozygous carriers of this WDR3S variant. 12-month therapy with sodium bicarbonate
led to normalization of the acid-base state, and treatment with iACE led to decreasing proteinuria,

microalbuminuria, and stabilization of his kidney function (eGFR 50.1 ml/min/1.73 m?2).

Key words: cranio-ectodermal dysplasia, ciliopathy, scaphocephaly, nephronophthisis, renal failure

Bseaenue

Cunaapom CenceHOpeHHEpa HAU KPAHUOIKTOAEP-
maapHast ancraasus (KOA) (OMIM #218330, #613610,
#614099, #614378, #617102) — yaprpapeskas ayro-
COMHO—PEIIECCUBHAS IIHANOIIATUA, XaPAKTEPHU3YIOIIAACH
TCTEPOTrCHHBIMI MYABTHCHCTEMHBIMU IIPOSABACHUAMI,
BKAIOYAs YEPEIIHO-AUIIEBBIC, CKEACTHBIC U 9KTOAEP-
MAABHBIC AHOMAANM, IIATOAOTHIO TAA3, IIOUCK, IICUCHI
1 APYIHX OpPraHoB u cucreM [1].

B macrosimee Bpems, 110 AAHHBIM AHTECPATYPHI,
247 renos acconnupoBaHo ¢ pasputuem boaee 30 3a-
©OAEBAHHI, OTHOCAILIUXCA K TPYIIIIE IUAHOIATAL, 2 UX
KAMHITIECKAA T€TEPOIEHHOCTb MOKET OBITH OOYCAOBACHA
HE TOABKO ICHETHYICCKOH BAPHAOEABHOCTBIO, OIIPCACAL-
roreil PYHKIINIO KOHKPETHOTO OEAKA M THIIOM KACTOK,
HO U BAUAHHEM I'€HOB-MOAUDHUKATOPOB [2].

Cunapom CenceHOpeHHEpa BIEPBBIE OBIA OIIHCAH
Sensenbrenner JA. ¢ coast. B 1975 roay y mapsr cu6-
COB € AoAmxoIedarnel, YKOPOUCHIEM KOHECIHOCTEH,
OpaxHAAKTHANEH U 9KTOACPMAABHBIMEU Aebekramu [3].
B 1977 roay Levin LS. ¢ coaBr. onmcaa KAMHIYECKoe Ha-
OAIOACHIE 32 ABYMS HOBBIMU CEMBAMI C AHAAOTHIHOM
KAIHHYCCKOM CUMITTOMATHKOM M IIPEAAOKHIA HA3HIBATH
AAQHHOE COCTOSHHE KPAHHOIKTOACPMAABHON AHCIIAA-
suett [4].

Cunaapom CenceHOpeHHEpPA OTHOCHTCA K IPYIIITE
LIIAHAPHBIX XOHAPOAUCITAQ3HI F ACCOLUHPOBAH C I1a-
ToreHHbIMU Bapuantamu B 6 renax (IFT43, IFT52,
IFT122, IFT740, WDR19 u WDR35), koaupyrorux
OeAKH BHYTPHKIYTUKOBOrO (HHTpadAAreAAsSpHOIO)
tpancnopra (intraflagellar transport — IFT), koropsrit
UIPAET BAXKHYIO POAB B COOPKE, IIOAACPKAHUU CTPYK-
Typel 1 (pyHKINH pecHuyexk [1, 5].

Beakwu, koaupyemsie remavu [F143, IF152, [F1722,
IFT740, WDR79 m WDR35 oTHOCATCA K KOMIIAEKCY
A MexaHH3Ma PETPOrPAAHOTO BHYTPHKIYTUKOBOIO
tparcropra (IFT-A), KOTOpPELIT IPUBOANTCA B ACHCTBIE
IIPEACTABUTEAECM IPYIIIEl MOTOPHBIX OEAKOB — AMHEH-
HOM H IEPEHOCHT YACTHIIBI II0 AKCOHEMHEIM MUKPO-
TPyOOYKAM OT KOHYHKA PECHHYKH OOPATHO K TEAY
KAETKH, B TO Bpems Kak komrAaeke IFT-B, mpuBoanmerit
B ABIDKCHHUC KHHE3HHOM, CIIOCOOCTBYET ABIIKCHIIO
YACTHUI[ B IIPOTHBOIIOAOKHOM HAIIPABACHHH OT TEAA
KAETKH K KOHUHKY pecHrrdkn (auterpaansii IFT) [6, 7].
[lepBudHbIC peCHUYKH IIPHICYTCTBYIOT HA IIOBEPXHOCTH
OOABIIIMHCTBA KACTOK ITO3BOHOYHBIX U ABAAFOTCA CTPYK-
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TYPAMH, UTPAFOIIIMHI PEIIAIOIIYIO POAD B CHIHAABHBIX
IyTAX, KOTOPBIE BA/KHBI AAfl IPABHABHOIO PAa3BUTHSA Op-
raHOB U IIOAACPKAHHA romeocrasa. [lepsuaneie pec-
HIYKHA MOTYT II€PEAABATD BHEKACTOUHBIE CHTHAABI AAS
PETYAHPOBAHNUA IIPOIIECCAa MUTPpAIIH, And depeHIm-
poBku u poandeparin kaetok [8]. OAHEM U3 Opra-
HOB, B KOTOPOM PECHHYKH HUIPAFOT PEIIAIOIIYIO POAD
B OpraHoreHese u IoAaAepxKaHun AuddepeHnnpoBKY
1 IpOARQEPAITIH SIMUTEAUAABHBIX KAETOK, ABAACTCA
1oyvka. B moukax pecHHUUKN B OCHOBHOM IIPUCYTCTBYIOT
B KACTKAX IIPOKCHMAABHBIX U AUCTAABHBIX KAHAABIICB,
COOMPATEABHEIX TPYOOUYEK, a AUCPYHKIIUA PECHU-
YeK CBA3AHA C IOBPEKACHUEM TYOYAOHMHTEPCTHIIHA
U IIPOIPECCHPOBAHNEM 3a00ACBAHMI TIOYEK AO PAa3BH-
THA TEPMUHAABHON CTAAMH XPOHHYECKOH IOYEUHOMN
uepocratognoctu (TXITH), uro Hepeako HabArOAaeTCA
y mareHToB ¢ cuaApomom Cencendpennepa [9, 10].

Pacipocrpanennocts cuaapoma Cencendpenuepa
cocrasaser menee 1 cayuas ma 1000000 aerckoro ma-
ceaerns [www.orpha.net]. B antepatype coobrmaercs,
110 KpaiHeH Mepe, 0 49 manueHTax ¢ MOAEKYASPHO-Te-
HETHYECKN ITOATBEPKACHHBIM AHATHO30M CHHAPOMA
CenceHOpeHHEPA, AAHHBIE O KOTOPBIX MBI CyMMHPOBAAH
B Ta0Amme 1 [1, 11-30].

KAnnngeckas kapruHa 3a00A€BAHNA XapaKTEPH-
3yercs IIOpaKeHHEM CKeAeTa (y3Kasd IPYAHAA KACTKA,
YKOPOYEHHbIE IIPOKCUMAABHBIE OTAEABI KOHEYHOCTEH,
CHHAAKTHAUS, IIOAUAAKTUANSA, OPAXHAAKTHANSA), 9KTO-
AE€PMAABHBIMI OCOOEHHOCTAMHE (IIIPOKO PACIIOAOKEH-
HBIE THITOITAACTHIHEIE 3YOBI, THIIOAOHTHS, PEAKHE BO-
AOCBI, TUIIEPIAACTHIHOCTD KOKHU, AHOMAABHBIE HOI'TH),
THITEPMOOUABHOCTBIO CYCTABOB, 3aAEPKKOI POCTA 1 Xa-
PAKTEPHBIME YEPTAMH AULA (BBIIYKAOCTb ADA, HH3KO
IIOCAKEHHBIE VIIIH, BEICOKUI AOD, TEACKAHT, SIIHKAHT)
[3]. V GoapmmHCTBA AeTel HAOAFOAACTCA TATOAOTHSA
[IOYEK C IPEUMYIIECTBEHHEIM IIOPAKEHIEM TyOYAO-
I/IHTCpCTI/IHI/IH 1 KMCTO3HBIMH M3MCHCHHAMU (He(ppo—
HO(TH3) C IPOIPECCHPYIONIIM CHIKEHHEM (PYHKITHI
nodgek Ao TXITH, ompeaeasroreit mporaos 3aboAesa-
uud [37]. Taxxe HAOATOAQIOTCA HDHOPO3 IIEUCHH, peri-
AUBHpPYIOIIne HH(MEKIINN ACTKIX M ABIXATCAbHAs HE-
AoctatouHocTh [38, 39], mopokn cepAlla I aHOMAAMH
spenns (murmeHTHBE perunut) [40]. V OoaprmmHcTBa
HAIeHToB ¢ chHAPOoMOM CeHceHOpeHHepa HEBPOAOTH-
JecKad CUMIITOMATHKA OTCYTCTBYET, OAHAKO MOTYT BO3-
HHKATb IIOPOKK PA3BUTHA TOAOBHOTO MO3Ia M 3AACP/KKA
passurus (dare motopuoro) [10]. Aoanxomedanns,
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Ta6nuua 1| Table 1
KnuHnKo-reHeTMYecKas XxapakTepucTmKa naureHToB ¢ cuHapomom CeHceHOpeHHepa

Clinical and genetic characteristics of patients with Sensenbrenner syndrome

3apepxKa
busn- Y3kaa XoHppo- Jktopep-  [Mato- MaTo-
yeckoro KpaHuo- rpyaHaa pucnna- bBpaxu- manbHas  norua  [potem- norus
N2  non leH pasBUTUA CUHOCTO3 KeTKa 3MA  pakTUAvA gucnnasma neyeHn Hypua  nouvek pCKO 1XMH Ccbinka
1 M  WDR35 + + + + + + - - = = = 1]
2 M WDR35 + + + + + + - - - - - [
3 M WDR35 + - + + + H/n + H/nO + H/D  H/p [12]
4 o WDR35 + + + + + + - H/n + + - [13]
5 o WDR35 + + + + + + + H/n + + + [13]
6 M WDR35 H/RQ + + + + + - H/p + H/R - [14]
7 M WDR35 + = + + + + H/p + + + + [15]
8 a WDR35 + + - H/8 + + + H/n + + + [16]
9 o WDR35 + + + + + + - + + + - [17]
10 ™ WDR35 + + + + + + H/p H/g + + - [18]
11 M WDR35 + + + + + + H/p + + + = [19]
12 ™ WDR35 + + + + + + H/p H/A + + + [19]
13 M WDR35 - H/RQ + + + + H/p H/p + + - [20]
14 M WDR35 + H/A + + + + H/n H/n - - - [20]
15 ™ WDR35 + = H/p + + + + + + + = [21]
16 M WDR35 - - + + H/B - H/B H/A + + - [22]
17 a WDR35 - - + - H/A - - H/A + + - [22]
18 ™ WDR35 + + + + - + - H/A + + + [23]
19 il WDR35 + - H/nO + H/RQ H/p, - H/p, + + + [23]
20 A WDR35 + - + + + + H/g H/g + + + [23]
21 m  WDR35 + + H/A + H/A H/A + H/A + + = [24]
22 ™ WDR35 - - + + + + - H/B + + + [25]
23 m  WDR35 - + + + + + + H/B + + = [25]
24 x  WDR35 - + + + + + - H/A + + - [25]
25 M IFT140 + + + H/A + + = H/A + + + [26]
26 ™ IFT140 - - + + + + - H/B + + + [27]
27 ™ IFT140 aF aF + AF aF + H/B + + aF + [28]
28 ™ IFT140 - - + + + + H/B + + + + [28]
29 m™m IFT140 = aF + aF aF + H/B + + aF + [29]
30 &4 IFT140 H/B H/p + + + H/g H/g + + + + [29]
31 m  IFT140 H/A H/A + + + H/A H/A + + 1 = [29]
32 1 IFT122 + - + + + + - H/g + + - [30]
33 M IFT122 + + + + + + H/B + + H/A - [30],[31]
34 m IFT122 - - - + + + + H/B + + - [32]
35 n  IFT122 - + + + + + - - - - = [32]
36 n  IFT122 - + + + + + - - - - - [32]
37 m  IFT122 - - - + - + H/p - - - = [33]
38 ™ IFT122 H/p - + + + + + H/g + + + [1]
39 o IFT43 H/n - + + + + H/n H/g H/p H/D  H/A [34]
40 M IFT43 H/n + + + + + H/n H/n H/A H/D  H/A [34]
41 M WDR19 + + + + H/A + H/n H/n + + + [23]
42 n WDR19 + - + - + + - H/g + + [23]
43 M WDR19 H/Q + + + + - - + - - [23]
44  w/n WDR19 H/A - - - - H/A H/A H/A + + + [23]
45 w/p WDR19 H/n H/n H/n H/n H/n H/n H/n H/n + + + [23]
46 w/p WDR19 + H/A H/nO H/O H/A H/n - H/n + + + [23]
47 W/p WDRI19 H/p H/p H/p H/p H/p H/p, H/p + H/n + - [35]
48 p WDR19 + H/n + H/A + H/n + H/n + + + [36]
49 p WDR19 + H/n + H/n H/p H/p, + H/no + + + [36]

H/[ — HET JaHHbIX
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Ta6nuua 2 | Table 2

KnuHnyeckue n peHTreHonornyeckre nposBneHns
cuHapoma CeHceHb6peHHepa [10, 14]

Clinical and radiological characteristics
of Sensenbrenner syndrome [10, 14]

Yacrota

XapakTepuctuku
BO3HUKHOBEHUSA

BcTpeuatoTca yacto
(>75%)

XapakTepHble 4epTbl iMua (Mo6Hble
6yrpbl, HU3KO MOCAXKEHHbIE YLLK,
BbICOKUI 06, TENIEKaHT, SMUKaHT,
MOJIHbIE LLEeKU, BbIBEPHYTas HXKHAR
ry6a)

Bpaxupaktunna

[onvxouedanus n carmTTanbHbIn
KPaHWOCUHOCTO3

YKopoueHve/uckpusneHue
MPOKCMManbHbIX y4aCTKOB KOCTEN
(uyalLe BCero nneyeBon KoCTn)
3apepxKa pocta

PacnpoctpaHeHHble
(50%-75%)

Y3Kan rpygHas Knetka
C ANCNNACTUYHBIMK pebpamu

AHomanuu 3y60B (fedbopmMupoBaHHbIe,
LIMPOKO paccTaBneHHble u/unm
rMNOAOHTUA)

Penkue n/vinn ToHKne BONOCHI
HedbpoHodpTuns

3afepxKa pasButuA
(4aLe Bcero MoTopHoro)

BcTpeuatoTca pexe
(25%-50%)

HecTtabunbHocTb CyCTaBOB

3aboneBaHusA neyeHu (prbpos,
Lppo3 1/vunu renatomeranus)

CuHpakTunma

Monupaktnnma

AHOManuu pa3BuUTUA HOrTen
CHUXXEHME 3NacTUYHOCTUN KOXKN
Peuungusupyiowwme nndeKkumm nerkmx
[1ByCTOPOHHME NaxoBble rPbIiKn

BcTpeyatotca HeyacTo
nnu pegko (<25%)

Ouctpodua ceTyatku

[uncnnaswvs Ta3obeapeHHbIX CyCTaBOB
KnctosHas rurpoma

BpokaeHHbI NOpoK cepaua

3apepKKa yMCTBEHHOTO pa3BUTMA

YaCTO BTOPUYHAA 110 OTHOIIEHMIO K CATUTTAABHOMY
KPAHIOCHHOCTO3Y, ABAACTCA KAFOYEBBIM CHMIITOMOM,
KOTOPBIH OTAIIaeT CHHAPOM CeHCEHOpEeHHEpa OT OOADB-
IIHHCTBA APYTHuX nuAnonatui [14]. Mareasekryaspaoe
pasBUTHE COOTBETCTBYET BO3PACTY, XOTA B AHTEPATypE
HMEETCA OIMCAHNE KAMHIYECCKUX HAOAFOACHHMIT 32 I1a-
LHUEHTAMH C YMCTBEHHOH OTCTAAOCTBIO [15].
Amarnocruka cuaapoma CeHceHOpEHHEpa OCHO-
BBIBACTCA HA COYCTAHNHU XAPAKTEPHBIX KAMHUYECKHX
U PEHTTEHOAOTHYECKHX ITPH3HAKOB (BKAIOYAS ABA Ua-
CTBIX ITPU3HAKA — TAOAHIIA 2 — M ABE APYTHIE AHOMAAHH,
10 KpaiHEH Mepe, C OAHIM 9KTOAEPMAABHBIM Acdek-
TOM, TO €CTb IOPAKEHHEM 3yDOB, BOAOC MAN HOITEIN)
u/UAY IyTeM UACHTU(DHUKALMH OHAAACABHBIX [1ATO-
IeHHBIX BAPUAHTOB B OAHOM U3 IIIECTH I'€HOB, aCCO-
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LUUPOBAHHBIX ¢ AAHHBIM cHHApoMom: [FT43, IFT52,
IFT122, [FT140, WDR19 uau WDR35 [10, 14]. ITpu-
YHHOHI ACTAABHBIX HCXOAOB Y IIAIIUCHTOB C CHHAPOMOM
CencenbpeHHEpa MOTYT OBITH IIOYEYHASA, IICICHOYHAS,
ABIXATEABHAS U CEPACYHAA HEAOCTATOUHOCTD, 4 TAK/KE
rUIoBoAeMugeckuil mok 14, 30].

[IpuBOoAUM KAMHHYECKOE HAOAIOACHIHE 32 ITAIlH-
CHTOM C ITOAHBIM CHMIITOMOKOMIIACKCOM CHHAPOMA
CenceHOpeHHEPA B BHAC YEPEITHO-AHIICBBIX I CKEACT-
HBEIX AHOMAAHMH (YKOPOYEHHE KOHEIHOCTEH, KOPOTKHE
IIAABIIBI, CHHAAKTHANS, y3Kasd IPYAHAA KACTKA, BBICO-
KHI AOO, SIIHKAHT, TEACKAHT, IIIHPOKAsA IEPEHOCHUIIA,
AoAauxonedaAus, CaruTTAABHBIH KPAHHOCHHOCTO3)
B COYCTAHNU C IIOPAKECHIEM IIOYCK B BUAC KHCTO3HBIX
M3MEHEHH aPEHXUMBI IIOYEK C IIPOIPECCHPYIOIIIM
CHIKEHHEM (DHABTPALUOHHON (DYHKIHH H TyOyAAp-
HBIMH HAPYIICHUAMI.

Kanaunueckoe HabAroA€HTE

Maapuux E.I'., B Bo3pacte 4 Aer BriepBble IIOCTYIIHA
B otAeAenue Hedpoaornn Mucruryra Beaprumesa
AAfl AOIIOAHHTEABHOTO OOCACAOBAHHSA B CBA3H C BBIAB-
ACHHOH IIPOTEUHYpPHEH, CHIKEHHEM (DHABTPAIIHOH-
HOI (DYHKIHN ITOYEK M M3MEHEHHAMH 110 AAHHBIM Y 3-
MCCAEAOBAHUSA ITOYEK B BUAE KHCTO3HBIX OOPA30BAHUIL.

W3 amambesa M3BECTHO, YTO HACACACTBEHHOCTD
110 3200AEBAHHAM IIOYEK M MOYEBBIBOAAIINX ITyTEH
He oTAroreHa. MaAb9IHK ABASETCA BTOPBIM PeOEHKOM
OT POAUTEAEH, COCTOAIIUX B HEPOACTBEHHOM Opake,
ot 2 6epemennoctu (1-1 GepeMEeHHOCTD — 3AOPOBBIH
cuOc 14-T Aer), MpOTEKABIIEH C YyrpO30I IIpepHI-
BaHnA Ha 12 HeaeAe recranun; Ha 13-0i1 HeaeAe Ipu
V3-uccaeAOBaHIH ITAOAQ OBIAO BBIABACHO PACIIIHpE-
HHE TOAIIMHBI BOPOTHHKOBOIO IIPOCTPAHCTBA AO 6 MM,
B CBA3H C UM OBIA IIPOBEACH AMHHOIIEHTE3 C OHoricneit
BOPCUH XOPUOHA C IIOCAEAYIOIITUM XPOMOCOMHBIM MU-
KpOManI/IquIM AHAAM30M, HC BbIIBUBIIINM XpOMOCOM—
HBIX HAPYIICHUH, CBA3AHHBIX C I3MCHEHUEM CTPYKTYPEL
1 9HCAQ XPOMOCOM (KAPHOTUII HOPMAABHBII MY/KCKOI).
C 20-011 HeAEAH TECTAITIH, IIPH ITOBTOPHOM IIPOBEACHUH
V3-HccACAOBAHHN ITAOAQ, OIIPEACASAOCH YKOPOUICHHE
BEPXHHUX KOHeuHOCTel. PoAsr 2-e, dusnoaormyeckue,
CPOYHbIE, C HOPMAABHBIMU MACCA-POCTOBBIME IIOKA3a-
teaamu (Macca 3100 rp. — 50%o, aamma 51 em — 50%0),
oLeHKa 110 1mKase Anrap 7/8 GaAAOB, B IEPHOA aAaIITa-
IIUH — COCTOSIHUE CPEAHEH TAKECTH 32 CIET ABIXATEAD-
HOM HEAOCTATOYHOCTH U cmHApoMa yrHerenus [IHC,
Ha 4 CyTKH KU3HH IIEPEBEACH B OTACACHHE ITATOAOTUH
HOBOPO/KACHHBIX. B HEOHATAABHOM ITEPHOAE 0OPAIIAAO
Ha CeOf BENMAHIE AHCIIPOIIOPIIMOHAABHOE TEAOCAOKE-
HIHE, YKOPOYEHNE KOHEIHOCTEH 32 CIET IIPOKCUMAABHBIX
OTACAOB, MAAECHBKHE KUCTH ¥ CTOIIBI, OPaXUAAKTHANS,
AoAmxoredasmdeckas (POpMa TOAOBBI, 3aX0KACHHE
CATUTTAABHOIO IBA B 3aAHHX OTAEAAX € (DOPMHPOBA-
HHEM KOCTHOIO IpeOHA, BEICOKOE HeDO, ITOIepeTHbIE
CKAQAKH AQAOHEH, YaCTHYHASA KOKHAA CHHAAKTHAMA
2-3 MAABIIEB CTOII, YTO ITO3BOAMAO IIPEAIIOAAraTh TH-
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Puc. 1. PeHTreHorpadusa opraHoB rpyAaHoN KneTku naumeHTa E.I.
B BO3pacTe 1 mecAua

Fig. 1. Chest X-ray of patient E.G. at the age of 1 month

noxonApornaasuro. [Iposeaen AHK-amaaus ma gactere
myranuu B reae FGFR3, orBerctBeHHOM 32 pasBuTHE
THITOXOHAPOITAQ3HH — ITATOTEHHBIX BAPUAHTOB BBIAB-
AeHO He ObIA0. B Bospacte 1 mecdAra n 8 AHeit Knu3nu
y peOeHKa IOABHAKCH HAPOKCU3MAABHBIE IIPUCTYIIBI
B BUAE ACBUAIINH TOAOBBI M 'AA3 BACBO C IIOCAEAYFOIIICH
aAbTEpPHAIHEH B IIPABYIO CTOPOHY, IIPABOCTOPOHHUE
TEMUKAOHHH CEPHAMH, PAa3BUBIIHECA HA POHE THIIO-
KAABIIMEMHH, YTO HOTPEOOBAAO TOCITHTAAUSAIIIH B OT-
ACACHHE PEAHNMAIIMN W MHTCHCHBHOI Tepanud. [Ipn
perTreHorpacun rpyAHOH KAETKH AHATHOCTHPOBAHA
y3Kag KOAOKOAOOOpA3HaA IPYAHAS KAETKA C TOPU3OH-
TAABHBIM PACIIOAOKEHHEM pedep (pucyHOK 1).

Puc. 2. ®oto nauyuenTa E.I. 1O 1 nocne peKOHCTPYKTMBHOW KpaHMOMAacTKy No NoBogy
CarnTTaslbHOro KPaHMOCMHOCTO3a B Bo3pacTe 14 mecALeB

Fig. 2. Photo of patient E.G. before and after reconstructive cranioplasty for sagittal

craniosynostosis at the age of 14 months

Puc. 3. PeHtreHorpadus kuctein pyk peberka E.I. B Bo3pacTe 4 net

Fig. 3. Hands X-ray of the child E.G. at the age of 4 years

Ha miepBom roAy *KH3HH IICHXO-MOTOPHOE Pa3BUTHE
pebenka cooTBETCTBOBAAO BO3pacty. IIpn oOcaeroBa-
HHH 10 IIOBOAY H3MEHEHHA (DOPMBI Yeperia o AaH-
HBIM HEHPOCOHOTpa(UH BHABAAAOCH PACIINPEHHE
HAPYKHBIX U BHYTPEHHUX AHMKBOPHBIX IIPOCTPAHCTB
rorosroro mosra. ITpm nmposeaennn KT u MPT ro-
AOBHOTO MO3ra OOHAPY/KEHA KHCTa IIPO3PAYHOI Iepe-
TOPOAKH, BBIIBACH CATHTTAABHBIH KPAHHOCHHOCTO3
(3aamas opma). B Bospacre 14 mecares pebenky
OBIAA IIPOBEACHA PCKOHCTPYKTUBHAA KPAHUOIIAACTHKA
II0 ITOBOAY AMATHOCTHPOBAHHON ckadporedarnn
(pucyHOK 2).

B Bospacre 2-x aer V3-nccaeaoBaHme IIOUEK BIIEP-
BBI€ BBIABUAO KHCTO3HBIC H3MEHEHHA B IIOYKAX: CIIPABA
OAHA KHCTa pazmepoM 13X13 mm, caeBa OAHA KHCTA Pas-
MepoM 7X7 MM. AHAAH3EI MOYH KOHTPOAHPOBAAUCH Pe-
I'YAAPHO, N3MEHEHHI He HADAFOAQAOCH.

B cBasu ¢ ocobennocTamu denorua B Bozpacre
4 AeT peOEHOK OBIA KOHCYABTHPOBAH reHeTHKOM. [Ipn
OCMOTpPE OTMEYEHB AHCIPO-
ITOPIIHOHAABHOE TEAOCAOKEHIE
C YKOPOYEHNEM IIPOKCUMAABHBIX
OTAEAOB KOHEIHOCTEH, OpaxHAaK-
THAHA (DHCYHOK 3), THIIEPMOOHAB-
HOCTB B MEK(DAAAHTOBBIX CYCTABAX,
YACTHYHAA KOKHAS CHHAAKTHAMA
2-3 maapnes crom. Obparmasn
Ha ceOA BHUMAHIE OOABIIION BBI-
IYKABIH AOO, BBICOKAS TIEPEAHAA
AMHHA POCTa BOAOC B OOPATHOM
HAIIPABACHHUH, BBICTYIIAIOIINE
rAa3a, TEAEKAHT, HU3KOPACIIOAO-
JKCHHBIC YIITHbIC PAKOBUHBI H y3Kasi
IPYAHAS KACTKA KOAOKOAOOOPA3-
ol popmer. OTMeETaAHCDH ITTH-
POKO PACCTABACHHBIEC IHMIIOIIAA-
CTUYHEIE 3YOHI, BEICOKOE HEOO,
AUCITAQ3HA HOITEBBIX IMAACTHHOK
IIAABIIEB CTOIT M IIAOCKO-BAABIYC-
nas Aedpopmarus crom. Ha ocro-
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C.B. Manwmx, A.B. Tonuwi, T.B. Mapkoea, T.C. Haroprosa

1.1

/ 1.2

Puc. 4. Pesynbratbl cekBeHpoBaHusa reHa WDR35 naumeHTa E.I. v uneHoB ero cemby,
BapuaHT c.2907G>T (p.Lys969Asn) B rOMO3UrOTHOM COCTOAHUN.

MNpepncTaBneHa pofoCIOBHas U CeKBEHOrPaMMbl BCEX NCCNIeA0BaHHbIX uneHoB cembi (1.1 - oTel, 1.2 — maTb,
1.1 - 6paT npobaHAa, I1.2 - npobaHz), BbIABNEHHbIN HYKNEOTUAHbIN BapyaHT BblAeNeH LIBETOM 1 CTPESIKON.

Fig. 4. Results of sequencing of the WDR35 gene of patient E.G. and his family members,
variant ¢.2907G>T (p.Lys969Asn) in the homozygous state.

The pedigree and sequenceograms of all family members are presented (1.1 - father, 1.2 - mother,
1.1 - brother of the proband, Il.2 - proband), the found variant is highlighted with color and an arrow.

BAHHHU KAUHHKO-PEHTICHOAOTMIECKIX AAHHBIX ITPEAIIO-
AOKEHO HAANYHE y peOEHKA KPAaHIOIKTOAEPMAABHOM
AUCIIAA3UHL.

B Meauko-remerngeckoM HAYIHOM IEHTPE UMEHU
axkasemuka H.IT. Boukosa meToaom mMaccoBoro mapan-
ACABHOTO CEKBCHUPOBAHHUSA, IIPU AHAAM3E TAPIETHOMN
IIAHEAH T'€HOB OTBETCTBEHHBIX 32 PA3BUTHE CKEACT-
HBIX AHcHAa3uil, B 25 sx3one rena WIDR35 ObiA BoI-
ABACH BAPHAHT C HEACHON KAMHHYIECCKON 3HAYIMOCTBIO
¢.2907G>T (p.Lys969Asn) B roMO3UTOTHOM COCTOSHUH.
MeToAOM IIPAMOrO aBTOMATHYECKOIO CCKBEHUPOBAHIA
1o Cenrepy OBIA IIPOBEAECH CEIPETAIIIOHHBIN AHAAH3,
B PE3YABTATE KOTOPOrO OBIAO YCTAHOBACHO, ITO POAHU-
TEAH ABAATOTCA TETEPOZUTOTHBIMI HOCUTEAAMI AAHHOTO
BapuaHTa (PUCYHOK 4).

B Bospacre 4-x AerT Ipu MAAHOBOM OOCACAOBAHIN
BIIEPBBIE OBIA AHATHOCTHPOBAH MOYEBON CHHAPOM
B BHAE PAOMEPYAAPHOIT mpotennypuu A0 1 1/A (Gera-
2-mukporaobyaun 41,6 ur/mMa pu mHopme Ao 300),
cyrounas norepst 6eaka cocrasuaa 0,37 r/cyr, Mukpo-
aapOymna/ kpeatnaun Moun — 91,89 mMr/Mmoas (HOpMa
menee 2,5). B bnoxumudeckom anaAuse KpoBu oOpa-
I1aA0 Ha ceOfl BHIMAHIC 3HAYUTCABHOC IIOBBIIICHIC
ACT (149 Ea/A), AAT (273 EA/A) npu HOpMaABHOM
ypoBae Ouanpybuna (19 MKMOAB/A), yMepeHHOE 110~
BBIILICHIE MOYCBUHBL AO 7,83 MMOAB/ A, HEIIOCTOSIHHOE
CHITKEHHE YPOBHS MOYCBON KUCAOTBL AO 202 MKMOAB/ A
U CHIDKCHHCE (DHABTPALIHOHHON (DYHKINK IOYCEK (Kpe-
arunuf 66 MkMoAab/ A, pCK® 54,7 ma/mun/1,73 M2
Ha PAKTHYECKUI POCT 110 «IIPUKPOBATHOI» POpMyAe
IlIBaprma). ITo pesyabratam Y3-HCCACAOBAHESA ITOYCK
COXPAHAAUCH CAUHHYHBIE KICTH B IIAPEHXIME C ABYX
CTOPOH.

C apTHIIPOTEHHYPUYIECKOH 1 HePPOIIPOTEKTHBHOMI
IIEABIO PeOEHKY OBIAA MHUITMNPOBAHA TEPAIINS IIPeIia-
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parom us rpyrust AT — srasanpua B A03e 2,5 mr/cyr
(0,16 mr/xr/cyr).

Uepes 3 HeAeAH IIOCAE CTAPTA TEPAIIHH OBIA AO-
CTUTHYT BBIPQ/KCHHBIH aHTHIIPOTECHHYPHIECKUI -
dexr (cyrounas morepst Oeaxa cocrasasaa 0,05 r/cyr,
MukpoarbOymun/kpeatunnn 40,2 Mr/MMOAB), OA-
HAKO II0 PE3yABTATAM OMOXHMUYECKOTO AHAAM3A
KpOBH OBIAO OTMEUYEHO HAapaCTaHUE YPOBHA Kpea-
tuHnHa A0 81,3 MkMOAB/A co cumxenuem pCK®
AO 43 Ma/muH/ 1,73 M2,

pu repBr9HOM OOCACAOBAHHN MAABYINKA B OTACAC-
nun Hedppororun Mucturyra Beapruimesa B Bospacre
4 Aer 4 mecsinieB 0OparaAu Ha ceOA BHIMAHHUE 3aACPAKKA
cpusmaeckoro pasputus — poct 4,8%o0 (SDS pocra -1,60),
Bec 25%o, KOCTHO-CYCTABHEIE H3MEHEHNS (YKOPOUYECHHUE
KOHEYHOCTEH, OPAXHAAKTHANA, KOMOMHUPOBAHHAS
Aepopmariua TPYAHON KAETKH, HAPYIIIEHHE OCAHKH
IO THITy CKOAMO34, IPOHAIIMOHHEIE KOHTPAKTYPBI AOK-
TEBBIX CYCTABOB, IIAOCKO-BAABIYCHAS YCTAHOBKA CTOII,
CHHAAKTUAHA 2 U 3 ITAABIIEB OOEHX CTOII), SKTOACPMAAD-
HbIE AHOMAANH (IITIPOKO PACCTABACHHBIE THIIOIIAACTHY-
HbIE 3YOBI, AUCIIAA31Sl HOITEBBIX ITAACTHHOK IAABIICB
CTOI), 4 TAK/AKE MHOKECTBEHHBIE MUKPOAHOMAAUH Pa3-
BHTHSA (BBICOKHE AOO, BEICOKASl IEPEAHSA AMHHA POCTA
BOAOC B OOPATHOM HAIIPABACHHH, BBICTYIIAFOIIIHE I'AA34,
SIIMKAHT, TEACKAHT, IIIPOKad 1meperocna). [ Tokasarean
AA 1pu pasoBbix m3MepeHuAx coorsercTsoBasr 50%o
B COOTBETCTBHH C IIOAOM, BO3PACTOM M POCTOM PeOEHKA.
[Toanypuu, MOAHAUIICHE HE HAOAIOAAAOCH (AHYpE3
900 mMA/M?).

[Tpn mccA€AOBAHMH KHCAOTHO-OCHOBHOIO COCTOSA-
HHSA BIIEPBBIE OBIA BEIABACH ACKOMIICHCHPOBAHHBII Me-
taboamdeckuii armao3 (pH 7,33; HCO3 18 mmoab/ A,
BE «8,6 MmMOAB/ A»), rnieprasremust (5,6 MMOAB/ A),

yposers AAT (15 ME/a), ACT (22 ME/A) u axrus-
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HOCTD mmeAounoil (ocdarassr (151 ME/A) Goian
B IIPEACAAX HOPMBI, KaAbLHI/PochOpPHBIX HApYyIIIe-
HUH He HAOAIOAAAOCHh. PUABTpaIIHOHHAS PYHKIINA
nodex OblAa CHIDKeHA (KPEATHHHUH 78 MKMOAB/A,
pCK® 46,6 ma/mun/1,73 M? Ha dakruueckuii pocrt
1o «pukpoatHOi dopmyae [Bapiia), modeBrna
nossieHa A0 9,3 MMoAb/A. ModeBoit cuaApoM OblA
IPEACTABACH MHKPOAABOYMUHYpHEH (MHKPOAABOY-
muH/kpearuans 50,5 Mr/MMoas pu Hopme meree 30),
cyrounas norepst Oeaxa cocrasuaa 0,07 r/cyr. ITo pe-
3YABTATAM OMOXHMHYECKOTO aHAAH3A MOYH 9KCKPEIIHSA
COACH COOTBETCTBOBaAA BospacTHO# HOpMe (Ca/Cr
= 0,04 mmoab/Mmoab, Ox/Cr = 0,04 MMOAB/MMOAD,
Ur/Cr = 0,52 MMOAB/MMOAB), T1pu 3TOM (PPaKIINOH-
Had akckperud Harpus (1,6%), kaausa (15,7%), maraus
(6,5%) OBIAH IIOBBIIICHEL, MAKCUMAABHAS peabcopOLus
docdaros o orromenuro k pCK® Griaa B rpesesax
nopmarusabix 3Havenuil (TmP/GFR 1,33 mmoas/a
npu HOpMme 1,15-2,44), BIepBEIC BEIABACHA HU3KOMO-
AekyAdpHadA mporenHypus (0eTa2-MUKPOTAOOYAUH —
745,2 mxr/cyr npu Hopme Meree 300).

[Ipu mccaeAOBaHHH TOPMOHAABHOIO IpOQUAA
KpPOBH OOpaIaro Ha ceOf BHUMAHNE ITOBBIIIICHUE
yposus maparropmona (136,3 nr/Ma npu HOpMe
16-62); rOpMOHBI ITUTOBUAHOH KEAE3BI (THPEOTPOII-
ublil ropmor — 4,05 MkME/MA), MmeTaboAnTHL BHTA-
muHa A-25 ruapokcn-xoaekaabnudepoa u 1,25 an-
rHApOKCH—XOAeKaAbL{Hq)epOA (41,9 HI/MA IIPH HOpME
14-60 1 38,01 1ir/ma pu Hopme 16-65 cooTBeTCTBEHHO)
OBIAH B ITPEACAAX PeDEPEHCHBIX 3HAYCHU.

[To pesyapraTam ¥ 3-mccAeAOBaHHA OPraHOB OPFOII-
HOI ITOAOCTH MMEAHM MECTO H3MEHEHHA CO CTOPOHBI
IEYCHH B BUAC YCHACHUA 9XOCHTHAAOB OT IIEPHUIIOP-
TAABHBIX 30H IIPH HOPMAABHOH 3XOTCHHOCTH H 9XO-
CTPYKTypE IMAPEHXUMEBI IT€YEHH, CIIACHOMETaAns; ¥ 3-
HCCAEAOBAHHE ITOYEK — PA3MEPHI COOTBETCTBOBAAT
CPEAHIM 3HAYCHHUAM C IIOIPABKON Ha ITOBEPXHOCTD TEAQ
pebenka (mpasas u AeBad moukn 50-75%o), ormeuasach
nAoxafs AUPEPEHITIPOBKA U TTOBBIIIEHIE 9XOTCHHO-
CTH ITAPEHXUMBI, HEMHOTOYHCACHHEIE KHCTHI: CIIPaBa
2 KHCTBI MAKCHMaABHBIM pazmepom A0 1,3X1,6 cm, caeBa
oAHa Krcra A0 0,8X0,6 cM 1 eAUHHYHBIE KAABITUHATEL
20 0,1 em. [To pesyapratam Rg-rpadun kucredt pyk Ha-
OAIOAAAOCH OTCTaBAHNE KOCTHOTO BO3PACTa Ha 2 TOAQ.

V pebGeHKa ¢ CHCTEMHOW NUAHONATHEH AAA HC-
KATOYEHIS TUTMEHTHOTO PETUHHTA, OBIAA IIPOBEACHA
9AEKTPOPETHHOIPAMHA — HATOAOTUIECKNX H3MEHEHUH
sacuxcupopano e 6v1A0. [To pesyapraTam ocmorpa
y 0(pTaABMOAOTA Y PEOEHKA ANATHOCTHPOBAH ACTHUIMA-
TH3M, IIPH O(PTAABMOCKOIIMH B IIOAAPHU3YIOIIEM CBETE —
OTAOKEHHUH KPHCTAAAOB HE BBIABACHO.

C LEABIO KOPPEKITHH METADOAMYECKOTO allHA032
MAaABYHKY OBIA Ha3HAUEH 5%0 PACTBOP HATPHUA THAPOKAp-
Gonara BHYTpb B A03¢ 90 MA/cyT. AaHHas Teparms Cro-
COOCTBOBAAA IIOAHOMN KOPPEKITHN KHCAOTHO-OCHOBHOTO
cocrosiuus. C aHTUIPOTENHYPHUIECKOH 1 HepoIIpO-
TEKTHBHOM IEABIO OBIAO PEKOMEHAOBAHO ITPOAOAKUTH
npuem sHaAanprAa B Ao3e 0,16 mr/kr/cyr B coderannu
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C TMAPOXAOPTHA3UAOM B A03¢ 0,42 Mr/Kr/CcyT AAsL KOP-
PEKIINH ITUITEPKAAUEMUIL.

B aAnmamuke HAOATOACHUS B TCICHUE TOAA Y PEOCHKA
COXpaHAAACh 3aAepiKKa pocTa (4,2%0, SDS pocra -1,73),
HEITOCTOSHHBIA METAOOAMYECKUM AITUAO3, KOMIICHCH-
POBAHHBIN IIOBBIIIICHUEM AO3EL 5% pacTBOpa HATPHA
THAPOKApOOHATa, OBIAO BBIABACHO CTOMKOE IIOBBIITIE-
HIEE YPOBHS MOYEBON KUCAOTHI AO 0,5 MMOAB/ A (HOpMa
0,15-0,43); xaabrmit/pocdOpHBIX U 9ACKTPOAUTHBIX
HapyeHnit He HabAroAaA0ck; yposau ACT (21 ME/A)
u AAT (18 ME/A), aktuBHOCTS 11eAOYHOI (hocdarasst
(149 ME/A) 6pian B HOpMe. COXpaHAAACH MUKPO-
AABOYMHHYPHS C HAPACTAHHEM B AHHAMHKE (MHKPO-
aAbOymMuH/kpeatuHuH 271,7 MKr/MI KpeaTHHUHA [IPH
nopme menee 30), cyrodnas HoTeps OEAKa 1 9KCKPEIHA
6era2-mukporaobyanna 6eian B nopme (0,052 r/cyr
u 105,5 MKr/cyT COOTBETCTBEHHO). YPOBEHD IIApaT-
ropmona 6s1A ymepenno mnossirer (103,9 nr/mMa pu
ropme 16-62). CoxpaHAAOCH CHIKEHHE (DHABTPAIIH-
OHHOH (DYHKIIHHN ITOYEK OE3 OTPHIATEABHON AMHAMHKIH
34 BECh LIEPUOA HAOAFOACHHS (KPEATHHUH 75 MKMOAB/ A,
pCK® 50,1 ma/muu/1,73 M? na dakrudeckuii pocr).
[Tpn GroXMMHIYEcKOM NCCAEAOBAHUH MOYH OBIAW BBI-
ssaenbl runokaabmypust (Ca/Cr = 0,03 MMoABb/ MMOAD,
cyrounas skckpenns Ca 0,006 mmoab/kr/cyr), 4ro
PACLICHUBAAOCDH KAK CACACTBHE IIPHEMA THAPOXAOPO-
THA3UAQ, COXPAHAAOCH ITOBBIIIICHIE (DPAKITMOHHOM 9KC-
kpermu Hatpud (1,88 %) m marams (6,28%). Io pesyan-
TaTaM Y 3-ICCACAOBAHUA OPIaHOB OPIOIIHON IIOAOCTH
U TIOYEK OITPEACAAAOCH YCHACHIE 9XOCUTHAAOB OT IIe-
PUIIOPTAABHBIX 30H IIPH HOPMAABPHOH 9XOTCHHOCTH
1 3XOCTPYKTYPE MAPECHXHUMBI IIEICHH, CIIACHOMETaAN,
1Aoxas AUPEPEHITTPOBKA 1 OBBIIIEHIE 3XOT€HHO-
CTH IIAPEHXIMBI II09€K, HEMHOIOYUCACHHbIC KICTHL O€3
YBEAMYEHHA YHCAA 1 HAPACTAHHA UX PA3MEPOB B AHHA-
MHKe. BBIAO PeKOMEHAOBAHO IIPOAOAKUTD KOPPEKIIUIO
KHCAOTHO-OCHOBHOTO COCTOAHHA 5% pacTBOpOM Ha-
TPHA THAPOKAPOOHATA H ITPUEM SHAAAITPHUAA C AHTHIIPO-
TEHHYPHIECKON U HeDPOIPOTEKTUBHOM LIEABIO.

OGcyxaeHue

OcHOBHBIE KAUHITYECKUE ITPOABACHHA 3400 ACBAHIIA
B BUAE YCPCIIHO-AUIIECBEIX H CKEACTHBIX AHOMAAHI ObIAL
AWATHOCTHPOBAHEI Y HAITIEIO IAITMEHTA AHTEHATAABHO
U B paHHEM HEOHATAABHOM Iieproac. B meproa amre-
HATAABHOIO PAa3BUTHA IO AAHHBIM Y 3-HCCACAOBAHHSA
ma 12-01f HeAeAe recTare OBIAO BEISIBACHO YBECAMYCHIC
TOAIIHHB BOPOTHHUKOBOI'O IIPOCTPAHCTBA, YTO COTAACY-
eTcA C AAHHBIMU AHTEPATYPBL, TAC IIPEAIIOAATACTCA, YTO
AAHHOE n3MeHeHne MoxeT ObITh cBazano ¢ KOA [8, 28].
Ha 20-o11 HeaeAe recranum Y 3-UCCACAOBAHHE ITAOAA
BH3YaAH3UPOBAAO YKOPOYEHHE BEPXHUX KOHEIHOCTEH,
YUTO TAKXKE ABAAETCS OAHHMM M3 HAMOOAEE YACTBIX KAU-
HIYECKAX CUMIITOMOB, BBEIABAAEMBIX aHTEHATAABHO [10)].

Vumrreas HaAmame y pebeHKa AUCIIPOIIOPIIHOHAAD-
HOI'O TEAOCAOKEHHS C YKOPOUEHHEM KOHEYHOCTEH,
MAaAGHBKHX KHCTEH M CTOIl B HEOHATAABHOM IIEPHOAE
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Op1Aa 3amt0A03pena rurroxosAponasusd, AHK-amaaus
Ha gactbie Myrarun B rene FGFRJ He BbIABUA 11aTOreH-
HEIX BApUAHTOB. [ [pH 5TOM CHMIITOMOKOMITACKC B BHAC
YKOPOYCHHA BEPXHUX KOHEYHOCTEH, XaPAKTEPHBIX AH-
LIEBBIX AUCMOP(HIT (BBICOKHI AOD, HU3KO IOCAKEHHBIE
VILIH, TEACKAHT), OPAXHAAKTUANL, KOTOPEIE OTHOCATCH
K 9aCTO BCTPEUAIOIIUMCS IIPOSBACHHUAM CHHAPOMA
Cencenbpennepa, B coueTannn ¢ HOACE PEAKO BCTpe-
YAIOIIEHCA CHHAAKTHANCH (TaOAHIA 2) IIPHCYTCTBOBAA
y HAIIIETO IIAINEHTA YiKE B IIEPBBIE AHU KH3HHU U MOT
IIO3BOAUTD 3aII0AO3PHTH AAHHOE 3a00ACBAHIE B PAHHEM
Bozpacte. OAHAKO BBHAY PEAKOCTH AAHHOM ITATOAOTHN
U HEAOCTATOYHOM OCBEAOMACHHOCTH CIICITHAAHCTOB
o amarHocTHdeckux kpurtepusax KOA, zaboaepanue
OBIAO BepHHUIINPOBAHO TOABKO B BO3pacTe 4-X AeT
IIOCAC KOHCYABTAIINY TCHETUKA H IIPOBEACHUA MOAC-
KYAAPHO-TEHETHYECKOTO HCCACAOBAHISA, BBIABUBIIIEIO
BapuanT B rene [DR35 B roMO3HUIOTHOM COCTOAHUML.
AHAAU3 KAMHHYECKUX (DEHOTHIIOB, ACCOIIMNPOBAHHBIX
¢ BapuanTamu WDR35, mokasaa, 9To KOCTHBIE aHOMA-
AHH B BUAC YKOPOUYCHHS BEPXHHX KOHEUHOCTEIH, Opa-
XHAAKTHAMN U Y3KOH TPYAHOI KACTKH OBIAM HanOOAee
9aCTO BBIABASIEMBIME U cocTaBuan 22/24 (91,7%),19/24
(79,2%) 1 20/24 (83,3%) cAy4aeB COOTBETCTBEHHO (Ta0-
Anma 1).

Bapuawnrer B rere WDR35 npakridecku B IOAOBHHE
caygaes (mpumepHO ¥ 48,9% OIHMCAHHBIX ITAIIMEHTOB —
TabAuma 1) asasrorcs IIPUYUHON PA3BUTHA CHHAPOMA
CenceHOpeHHEPA, YTO COOTHOCUTCH C AAHHBIMU, OITy-
6ankosanaeivu Lin AE. ¢ coasr. [14]. Kpome Toro, Ba-
PHAHTEL 3TOIO TCHA TAKKE OBIAH HACHTH(DUIIIPOBAHEL
y AHII C CHHAPOMAMHE KOPOTKUX PeOepP-ITOAUAAKTUALH,
Danamca-Ban Kpeseabaa i TopakoacuKTIIECKOI AnC-
tpochuu [41, 42], oaHaxko PeHOTHUII, XAPAKTEPHBI AAS
cuapapoma Cencenbpennepa, BcTpedaeTcs HanboAee
YaCTO CPEAU BCEX COCTOSAHMI, ACCOLIMUPOBAHHBIX C Ba-
pmarTamu B rere DR35S,

BriiBA€HHEII y HAINIErO IAIIMEHTa BADHAHT B I€HE
WDR35 (c.2907G>T, p.Lys969Asn) orHOCHTCA
K MHCCEHC-BAPHAHTAM, KOTOPBIE ABAAIOTCH OCHOBHBIM
THIIOM BAPHAHTOB HYKACOTHAHOH ITOCACAOBATEABHO-
cru B rene WDR35 [21]. Ilporpamma nmaroreHHocTa
MetaRNN ocrHoBaHHasd HA peKyPPEHTHOM HEMPOHHON
ceru (RNN), Brarogarormas 16 mporpaMm OLeHUBAIO-
mux BauAHue Ha yskimio oeaka (SIFT, Polyphen2_
HDIV, Polyphen2_HVAR, MutationAssessor, PRO-
VEAN, VEST4, M-CAP, REVEL, MutPred, MVP,
PrimateAl, DEOGEN2, CADD, fathmm-XF, Eigen
u GenoCanyon), 8 orenox kouceppatusaocta (GERP,
phyloP100way_vertebrate, phyloP30way_mammalian,
phyloP17way_primate, phastCons100way_vertebrate,
phastCons30way_mammalian, phastCons17way_primate
u SiPhy) n nrdopMariIo 0 YacToTe B HOyAAITHH (IIPO-
exter 1000 rezomos (1000GP), ExAC u gnomAD), owe-
HUBA€T AAHHBIA BAPUAHT KaK BEPOATHO IATOI€HHBIH. Pe-
I'HOH OOHAPY/KEHHON aMIHOKUCAOTHOM 3aMEHBI AU3HHA
Ha aCIIAPArHH B o3umuu Oeaxa 969 sBasieTcss BEICOKO
KOHCEPBATHBHBIM I HE IIOABEP/KEH MEKBHAOBBIM H3Me-
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HEHHSAM, YTO IIO3BOASICT CACAATH BEIBOA O 3HAYUMOCTH
COXpAaHEHNA AMHHOKHCAOTBI AUSHH AAfl IIHAHAPHOM
dpyuxnun 6eaxa WDR35. 1o cocrosiHnio Ha koHerr
2023 roaa, onucaHo 23 MHCCEHC-BAPHAHTA B IEHE
WRD35 y manuenToB ¢ PEHOTHITOM, CBA3AHHBIM C ITH-
AVIOIIATHEH, U3 KOTOPBIX 13 BApHAHTOB OBIAH OOHAPY-
skeHsl y AuIl ¢ penotriom cuaapoma CeHcenbpernepa
[8]. Paree BapmanT ¢.2907G>T ObIA OIHCAH ¥ OAHOTO
pebenka (AeBouKa 6 ACT) KK BAPUAHT C HEOILIPEACACH-
HOHM KAMHHYECKOH 3HAYMMOCTBIO B KOMIIAYHA I'€TEPO-
3UTOTHOM COCTOSAHUU [43], 0 CAY9aAX ¢ TOMO3HIOTHBIM
HOCHTEABCTBOM AAHHOTO BAPHAHTA, KAK OBIAO Y HAIIIETO
IAIIEHTA, AO HACTOSIIIEIO BPEMEHN HE COODINAAOCE.

AOCTOBEPHBIX AQHHBIX O HAAMYUH I€HOTUII-(DEHO-
THITNYIECKUX ACCOLHUAIUH Y IAIMEHTOB C CHHAPOMOM
CencenOpeHnHEpa BCACACTBHE MYTAIHI B PA3AMYHBIX
remax, B Hacrodriee spemsa He noaydeno [10]. Kpome
TOTO, KAMHIYIECKHE XAPAKTEPUCTUKH IeTEPOTEHHBI AAA
OAHOTO H TOTO 7K€ TEHOTHUIIA, IIPUCYTCTBYET KAK MEKCe-
MeFHadA, TaK U BHyTPHCEMEHHAA BApHAOEABHOCTD KAH-
Hurgeckux npossacHui [10].

CaruTraAbHBIN KPAaHIOCHHOCTO3, TOTPeOOBABIIIIT
XHPYPIUIECKON KOPPEKIIUHU Y HAIIIETO HAIHEHTa B BO3-
pacre 14 mecsnes, ABASETCA OAHHM U3 XaPAKTECPHBIX
IPOABACHUI 1 BCTPEYAETCH, ITO AAHHBIM ITPOAHAAN-
3UPOBAHHBIX HAMHU IC€HETHYCCKH BEPU(DUIINPOBAHHEIX
KAMHIYCCKIX HaOAToAcHHH B 40,9% caywaes, Hanbo-
A€€ YaCTO y HAIUEHTOB C BapuaHTamu B reHe [DR35
(14/24 cayuaes, 58,3%) (tabanma 1).

M3menenns co CTOPOHBI IIEYEHH Y HAITIETO ITAITNECHTA
B BHUAC HEIIOCTOSHHOIO IIOBBIIIICHUS TPAHCAMIIHAS,
VCHACHUSA 9XOCUTHAAOB OT IIEPUIIOPTAABHBIX 30H IIpU
HOPMAABHOI 3XOI€HHOCTH 1 3XOCTPYKTYPE MaPEHXIMBI
IIEYCHU 10 AAHHBIM Y 3-UCCACAOBAHIA HACTOPAKUBAIOT
B OTHOIICHUH Pa3BUTHA PUOPO3a U HUPPO3a IIEUCHI
B OTAAAGHHOM ITEPHOAE. YKA3aHHA HA IOPAKEHUE ITe-
YCHH TOH MAM HHOH CTEIIEHN BHIPAKEHHOCTH BCTPEYa-
ercsa npumepHO v 20% manmenTos ¢ cuaapomom CeH-
ceHOpeHHepa, HE3aBUCHMO OT I'€HA U THIIA BAPHAHTA
HYKACOTHAHOH IIOCACAOBATEABHOCTH (TaOAmIa 1). B Ha-
CTOSIIIICE BPEMS, B AHUTEPATYPE UMEETCA EAMHCTBEHHOE
OIIHCAaHHUE 7-AC€THETO MaAbUMKa ¢ CHHApoMOM CeHceH-
OpeHHEepa ACCONMUPOBAHHOIO C OMAAAEABHEIMHU BAPH-
agramu B rege WDR35 ¢ pasBurHeM TepMUHAABHON
cTaAun 3200ACBAHMA TI€UEHN, ITOTPEOOBABIIIEH TPAHC-
maaHTAEH [44]. Takke nMeroTcs AAHHBIE O KOMOWHN-
POBAHHOW TPAHCIIAAHTAIINN IICICHH U IIOYCK Y ABYX
IAIIIEHTOB ¢ BapuanTamu B rene [F1722 (1, 38].

I'razuere anomaauu npu cuaapome CeHceHOpeH-
HEpPa MOTYT OBITH CBA3AHBI C HAPYIIEHHEM OCTPOTHI
3pEHHA BCACACTBHE HUCTArMa, 330TPOIINH, KOCOTAA3HH,
THITEPMETPOIIHN, ACTUIMATU3MA, HUKTAAOIIHH 1 Aehek-
TAMH 33AHETO CETMEHTA I'AA3a, BKAFOYAA IINTMEHTHBIN pe-
THHUT, ITAAOYKOBHAHYIO AUCTPO(UIO H aTPOdHUIO 3pH-
TeABHOrO Hepba [14]. V marmero nanuenTa mMeA MeCTo
ACTUTMATH3M 0€3 3HAYMMOTO HAPYIIEHHA OCTPOTHI
3pCHHA, AAHHBIX 32 PETUHHUT U HapyIIeHHe (DYHKINH
3PUTEABHOTO HEPBA ITOAYIEHO HE OBIAO.
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[TaroAorus mouek mpu cuaapome CeHceHOpeHHEpA,
10 PE3YABTATAM IIPOBEACHHOTO HAMU aHAAM32, BCTPE-
gaerce y 0oaee dem 80% HAIIHEHTOB BHE 3aBUCHMOCTI
OT TEHETUYECKHUX BapnaHToB (Tabanma 1). Bapmabeas-
HOCTP IIOYEYHBIX IIPOABACHHH OT H30AHPOBAHHOTO
HAPYILCHNA KOHIICHTPAIIMOHHON CIIOCOOHOCTH ITOYEK
AO pasBuTuA HePOHOPTH3A U IIPOrPECCUPYIOIIETO
cHmKeHuA PyHKIHK rrouek ¢ passutreM TXITH obe-
CIICUUBACTCA PACIIOAOKCHHUEM IIEPBHYHON PECHIYKH
B pasangnbex gactax nedppona [37]. ITo pesyapraram
nccaeposanus Walczak-Sztulpa J. ¢ coasr., neasro
KOTOPOTO OBIAO YCTAHOBUTH MOP(OAOTHIECKHE OCO-
OEHHOCTH PECHUYEK Y IAIMEHTA ¢ PEHOTUIIOM CHH-
Apoma CeHCceHOpEHHEPA BCACACTBHE MYTALHIT B I'€HE
IWRD35, GBIAO BBIABACHO 3HAYHUTCABHOC YBCAMUCHHC
AAMHBIL, IIIAPUHBL 1 00BEMA PECHUYKH 110 CPABHCHUIO
¢ xoHTpoAeM [8]. beaok, xoaupyemsrit WDR35, npu-
HapAexkuT K kommaekcy IFT-A; u, takum oOpasom,
HaOAIOAAEMBIE AHOMAAUHU PECHHYKH y HAIHCHTOB
¢ cuaapomom CenceHOpeHHEpPA, MOTYT OBITh CBA3AHBI
¢ Aepexrremv Mexanusmom IFT, mpuBoasium K Hako-
IIACHUIO DEAKOB BAOAD ITMAHAPHOH aKCOHEMSI [0, 7).
[Tpr MOpdOAOTIIECKOM HCCACAOBAHUI IIEPBUIHOMN
PECHUYKN Y HAUeHTOB ¢ cuHApoMoM JKybepa u ay-
TOCOMHO-PEIIECCHBHON TOAHKHCTO3HONW OOAE3HBIO
[IOYEK TAKKe OBIAN BBISIBACHBI M3MCHCHUSA PECHIYKI
B BHAC YVBEAHYCHHUS €€ AAHUHBI, IMUPHHBI U 0ObeMa
[45, 46].

BriepBbie H3MEHEHHA CO CTOPOHBI ITOYCK Y HAIIIETO
IareHTa OBIAM AMATHOCTUPOBAHBI B BO3PACTE 2-X AET
B BHAC CAMHHIYHBIX ABYXCTOPOHHUX KHCT, 9TO, IO AQH-
HBIM PA3AHYHBIX ABTOPOB, MOKET OBITH OAHUM M3 IIEp-
BBIX ITOYEUHBIX IPOSABACHUIH Y AeTeH ¢ cHHApOMOM CeH-
cenbpennepa (17, 19].

[To AAaHHBIM AHTEPATYPHI y IAIIMEHTOB C BapH-
agramu B reae WRD35, MO4eBOI CHHAPOM B BHAC
MHKPOAABOYMUHYPHH, IPOTCHHYPUN OBIA OIIHCAH
B eAMHNYHBIX HabAroaeHuAx (17, 19, 21], Toraa kak
y IALUEHTOB ¢ BapuaHTamu B rere [F1740 nporenny-
pHA PA3AMYHON CTEIIEHH BEIPAKEHHOCTH NMEAL MECTO
y 6oAbmmHCcTBa HanuenTos (5/7 caygaes, 71,4%) (ra-
6amma 1) [28, 29]. V marmero peberka mporenHypus
BIIEpBBIE OBIAA BBIABACHA B BO3pacTe 4-X A€T M HO-
CHAQ CMEINAHHBIH Xapakrep (TAOMEPYAAPHEIN H Ty-
OyAApHBI). AHAAUSHPYS OIYOAMKOBAHHBIC KAUHI-
YecKre HaDAFOACHHSA, MBI HAIIIAU CAUHITYHbIE CAYYaH,
OIIHMCBIBAIOIINE XAPAKTEP TYOYAAPHBIX PACCTPOICTB
y manmenTos ¢ cuaapomom Cencenbpennepa, B 4act-
HOCTH IAFOKO3YPHIO y HALIHECHTA C BADHAHTOM B ICHE
IFT740 [28] m MeTaDOAMYECKNI ALTHAO3 ¥ ITALINCHTOB
¢ BapuanTamu B rene WRID35 Ao pasBuTus HOYEIHOM
Hepaocratogroctd [17, 19]. V mamtero manuenTa tyoy-
ASIpHBIE HAPYIIIEHHA OBIAN IIPEACTABACHEI HU3KOMOAE-
KYASPHOI IIPOTEHHYPHUEH, ITOBBIIICHUEM 9KCKPEIIII
C MOYOM 9ACKTPOAHTOB, B YACTHOCTU HATPHA, KAAUSA
M MATHHA, 4 TAKKE METADOAMYECKHM AITHAO30M, ITO
CBHACTEABCTBOBAAO O AUCPYHKIIMH BCEX OTACAOB He-

dpomna.

HabnioneHns 13 npakmku

CHmxeHne QPyHKIIHH ITOYEK ABAACTCA OCHOBHOI
IIPUYHHON HAPYIICHHA KAYECTBA JKU3HH 1 CMEPTHOCTH
y HaIrueHToB ¢ cuHApoMOoM CeHceHOpeHHEpa U IIpH-
cyrcreyer B Ooaee dem 70% caydaeB y HallueHTOB
¢ BapuaaTamu B ree WRD35 u WRD19 uy 100%
(7/7) manmenros ¢ Bapuanrtamu B rere [FT740 (ra-
6amra 1). Tepmuraspnasn craana XITH, na moment
OIIMCAHHA KAMHHYECKOTO HAOAIOACHHSA, NMEAQ MECTO
y 44,9% manmeHToB ¢ TEHETUYECKH BEpU(DHUIINPOBAH-
ueiM cuHApomomM CenceHOpennepa U OOABITHHCTBO
U3 HUX nMeAn BapuanTsl B reuax [FT740 (6/7 cay4aes,
85,7%) u WRD19 (7/9 cayuaes, 77,8%) (trabanma 1).
[To aammBIM Ryzko J. ¢ coaBr., cymmmpoBaBimux An-
TeparypHsle AaHHbIE 3a ocacanue 10 aAer, umerorcs
COODINEHU TOABKO O 13 manmmeHTax ¢ MyTamuaMH
B rerax WDR35, IFT140 u IFT144/WDR19, koro-
PpBIM ObIA2 TIPOBEACHA TPaHCIIAaHTaIHA 109KH [1]. Bos-
PACT IAIIMEHTOB HA MOMEHT TPAHCIAAHTAIIMH BapbH-
posaa ot 2,5 Ao 14 aer. I1pn sTOM wacTh manmeHTOB,
AocTHIIIHX TepMuHaAbHOI craann XITH, mpoaoa-
KAAU TIOAYYATH AHAAHM3 B OKMAAHUH TPAHCIIAAHTAIINI
rrouku [1].

VuureBas HU3KYIO CIIENN@UIHOCTD U OTCYTCTBUE
APKOH KAMHHYECKOH CHMIITOMATHKH, IIOYEYHBIE IIPO-
ABAEHUSA 3a00AEBAHIA, B TOM YHCAC CHIKEHHE (DHAB-
TPAMOHHON (PYHKITHN, AAMTEABHOE BPEMA OCTAFOTCA
HEe AMArHOCTHPOBaHHBIMH. [Ipu aTOM paHHAfs BepH-
pukarns KpaifHe BaKHA AAS CBOEBPEMEHHOIO HAYAAQ
koHcepaTuBHOTO AcueHnsA XDBIT. ITpoBeaenHbI HaMI
AHAAM3 AHTEPATYPHl HE ITOKA3aA HAANYHSA AAHHBIX
O IPUMEHEHUH € HePOIPOTEKTUBHOM 11eAbro nATTD
A OAOKATOPOB perenrtopoB k anrnoreHsuny (bPA)
y maruenTos ¢ cuaApoMoM Cencenbpennepa. Bos-
MOZKHO, 3TO CBA3aHO C TEM, YTO § OOABIIIOIO KOAMYE-
CTBA IAI[HEHTOB 3200A€BaHIE OBIAO AHATHOCTHPOBAHO
yike Ha craauu TXIIH [15, 16, 19, 26, 29]. V marmero
narerTa Teparms nAI1® Obiaa HHUIIMIPOBAHA HA CTa-
Aann XBIT 3A ¢ nedpponporekTHBHON U aHTHIIPOTE-
HMHYPHYECKOH IIEABIO. AHTHIIPOTEHHYPHYIECKUIT a¢b-
(pekT OBIA AOCTHUTHYT HEIIOCPEACTBEHHO IIOCAE CTapTa
teparmu. Crabnansanus (OUABTPAIIIOHHON PYHKINI
oYeK yepes roa ot Havara Teparrn HAITD Taxke Opiaa
pacIieHeHa KaK ITOAOKHTEABHBIH He(DPOIIPOTEKTHBHBII
addexkr.

[Tockoabky TaprerHoit Tepanmu cuaapoma Cen-
ceHOpeHHEpa BOOOIIIE, I €r0 MOYCIHBIX IPOSBACHIN
B YaCTHOCTH, B HACTOAIIEE BpeMsA HE pa3pabOTaHO, TO
LIEABIO KOHCEPBATUBHOIO ACUEHUSA ABAACTCA KOPPEK-
U OCAOKHEHUI XPOHHYECKOI ITOYEUHON HEAOCTa-
TOYHOCTH: BOAHO-9AEKTPOAUTHOIO AHCOAAAHCA, KHC-
AOTHO-OCHOBHOTO COCTOAHHA, aHEMUH, aPTEPUAABHOI
THIIEPTEH3NN, MHHEPAABHBIX HAPYIICHUH KOCTHOI
TKAHH, 3aACPKKI POCTA U OEAKOBO-9HEPIeTUIECKOI
HEAOCTATOYHOCTH. YUHTHBAA XOPOIIYIO ITOYEUHYIO
BBIKIBAGMOCTD U OTCYTCTBHE AAHHBIX 32 PEILIUAHB 3200-
AEBAHHA B TPAHCIIAAHTATE, CBOEBPEMEHHOE IIPOBEACHIE
TPAHCIAAHTAIIUH ITOYKN ABASETCA OCHOBHOM 3aAaveit
AAfL AAHHOH KAaTETOPHH ITAITHEHTOB [23].
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3akAroueHue

Cuuapom CencenOpeHHepa 3TO MUIAUOLIATHA C IIO-
AVCHCTEMHBIM HOPAKEHHEM, AAA AHATHOCTHKH KOTO-
POTO H IIOCAEAYIOIIEIO AMHAMIYECKOTO HAOATOACHHA
TpebyercA MyABTHAUCIINIAHHAPHAS KOMAHAA CIICITH-
AAMICTOB, BKAIOYAOIIAA C CeOfl IEAMATPA, ICHETHKA,
HEBPOAOTA, HEHPOXHUPYPIra, OPTOIIEA, OKYAUCTA, Iy Ab-
MOHOAOr4, He)pPOAOra H TPAHCIIAAHTOAOTA. Y YU THIBAA
Pa3BUTHE IIOYCIHON HEAOCTATOUHOCTH, OIPEACAAFOIIICH
BBIKHBAEMOCTbD IAIIFEHTOB C AAHHOI IaTOAOTHEH, He-
00x0oAMMa BeprdUKAITHA 3a00AEBAHNUA €IIIE HA PAHHEH
CTAAHH CHIDKEHHA (DYHKIINH IIOYEK AAA CBOEBPEMEH-
HOTO Ha3HAYeHHA HePPOIPOTEKIUH H KOHCEPBATHB-
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HabniogeHws 13 npaktikm I'I. lpomosa, H.B. X6aHoea, O.B. MbsHkiHa 1 coasr.

Pesyavmamuet. Bcem HabAaropaBImmcsa 60apHBIM B ycaoBuax COVID-19 usmensasace 6asucHas MIMMyHO-
CyIIPpECCHBHAA TEPAIUA: OTMEHAANCH MHKO(EHOAATHI, ITOBBIIIAAACH AO32 TAFOKOKOPTHUKOUAOB. Bo Bcex
CAyYaAX OTMEYEHBI IPU3HAKHI IIUTOKUHOBOTO IITOPMA U B 3 CAy4asAX — OCTPOTO IIOYEHYHOT'O ITOBPEKAEHUA
(OIIIT) na done xporudeckoii 6oaesnu nouek (XBII). Bcem manueHTam AAsl A€U€HHA HOBOM KOPOHABH-
pycHoii nadexnnn B popmare off-label HazHauasack reHHO-UHD>KEHEpPHASA OHOAOTMYECKAA TEPAIINA, Ha-
IIPAaBAEHHAA HAa KYyIIIPOBAHHE IUTOKUHOBOIO MITOPMA. 3 U3 4 AIleHTOB OBIAU BBIIMMCAHBI U3 CTALIMOHAPA
B YAOBAE€TBOPHUTEABHOM cOcTOAHUU C 00paTHbIM pazsurtueM OIII, u oAuH nanueHT ¢ HanboAee TAOKEABIM
MOPa’KEHUEM AETKHUX, IIPUCOEANHEHIEM ITHEBMOIICTHOM ITHEBMOHHUH U CEIICHCA YMEP B CTAIlOHAPE.

Bo160dv. TIpumeHeHHE TAFOKOKOPTUKOUAOB B PAMKaX 0a3MCHOM MMMYHOCYIIPECCHUBHOM TepaIuu
HE IIPEAOTBPAIIAET PA3BUTHE IIUTOKIHOBOrO IITopMa. M3 IIOAy4YeHHOIO OIIBITA CAEAYET HEOOXOAMMOCTD
Pa3pabOTKH U yTBEPIKACHUE YeTKHX AATOPUTMOB BEACHUA M MAPIIPYTU3ALIHI PEIUNIEHTOB AAAOT€HHOMH
B YCAOBHAX HOBOI KOPOHABUPYCHOM MH(EKIIHH.

Abstract

The aim of the study: — to analyze the course and treatment of COVID-19 in the recipients of the allogeneic
kidney at the COVID hospital in Surgut.

Material and methods. We petformed a retrospective analysis of primary medical documentation (medical
records of inpatient individuals) of the patients >18 years old who underwent kidney transplantation surgery,
with a new coronavirus infection, admitted to the COVID hospital of the Budget Institution of the Khanty-
Mansiysk Autonomous Okrug-Yugra "Surgut District Clinical Hospital" from 25.11.2020 till 19.07.2021.
The total number of patients who met the purpose of the study for the specified period was four persons.
The examination and treatment of patients was carried out according to the temporary methodological
recommendations of the Ministry of Health of the Russian Federation, version 9 (10/26/2020) "Prevention,
diagnosis and treatment of new coronavirus infection Covid-19".

Results. All patients presented with the cytokine storm and three of them developed acute kidney injury
over the chronic kidney disease. The basic immunosuppressive therapy was changed in all COVID-19
patients with allogeneic kidney transplantation. Namely mycophenolic acid was canceled, and the dose
of glucocorticoids was increased. All patients received treatment for a new coronavirus infection: off-label
genetically engineered biological therapy aimed at relieving the cytokine storm. Three out of four patients
were discharged from the hospital with the restored graft function, and one patient with 100% lung injury
and sepsis died.

Conclusion. Corticosteroid therapy, which is part of the basic immunosuppressive therapy in transplanted
kidney recipients, did not prevent the development of a cytokine storm. Currently, it is advisable to develop
and approve clear algorithms for the management and routing of patients with new coronavirus infections
and kidney transplantation.

Key words: kidney transplantation, donor kidney, recipients, coronavirus infection, Covid-19, immunosuppressive therapy

BBeaenue

B mae 2023 roaa Becemnpras opranusarus 3ApaBoox-
paHeHHA 0OBABIAA OO OTMEHE CTATYCA YPE3BBIYANHON
CHTYAIIUH B 0OAACTH OOITIECTBEHHOIO 3APABOOXPAHEHHA
MEKAYHAPOAHOIO 3HAYCHIS 110 HOBOH KOPOHABHPYCHON
nadeknnn. B zagase suaps 2024 B Poccun ormedeno
cumxenne 3200AeBaemocta COVID-19, moxasareas 3a-
boaeaemoctn Ha 09.01.24 cocraBua 16,44 ma 100 TeIC.
nacerennd. Oanako PeaeparbHas CAYKOA IT0 HAA3OPY
B chepe 3aIUTBI IPAB IOTPEOUTEACH U OAATOIIOAYIHA
YeAOBeKa Ha O(HUIIMAABHOM CaliTe IIPOTHO3UPOBAAL
pocT 3200AEBAEMOCTH HOBOH KOPOHABHUPYCHOH HH-
pexrrmedt ¢ cepeArHsI AHBAPA TEKyIero roaa. Ha done
pocTa 3a00AEBAEMOCTH OCTPBIX PECITNPATOPHBIX BHPYC-
HEIX HH(EKIINI U IPUIIIIA BOSMOKHO 3APAKCHIEC MUKCT
nHEKIMe, 9T0 0COOEHHO OIIACHO AAfl PEIIUITHEHTOB
noyegnoro tpanciAanTara (TTI).

XOPpOo1II0 U3BECTHO, YUTO Y 9TOH KATErOpUH OOABHBIX
pakTOpOM, CITOCOOCTBYFOIIIIIM IIOBBIIIIEHHEO BOCITPUIIM-
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YHBOCTH K MH(DEKIINAM, B IIEPBYIO OYEPEAD BUPYCHBIM,
apadercs ummyHocynpeccusaas teparma (MCT) [1-4].
[TarAemust HOBOIM KOPOHABHPYCHOM MH(MEKITMN ITOCTA-
BHAQ IIEPEA BPAYAMH H YUEHBIMH 3aA24Y 110 Pa3padboTKe
cxem Aegerns COVID-19 y pennmiueHTOB aAAOTEHHOI
ITOYKH.

CAOKHOCTH BEACHHA 3THX IAIMEHTOB B HAYAAC
manpaemun COVID-19 ompeaeAfiAncs, BO-IIEPBBIX, OT-
cyrcrBueM omblta y Bpadel 1o koppekun MCT mpu
5TOM 3200AECBAHUI 4 BO-BTOPBIX — IIPOTHBOITOKA3AHMI-
AMH K HA3HAYECHNIO STHOTPOIHBIX H ITATOTCHETUIECKIX
IPEIAPATOB AAHHOM KaTETOPHH OOABHEIX.

AHAAM3 AHTEPATYPHBIX AAHHBIX ITOKa3aA, ITO IIPHU-
YHHOM CMEPTH PEIUIIHEHTOB TPAHCITAAHTHPOBAHHOM
nouks (TTI) B GoABITIHCTBE CAyUAEB ABAACTCA TAKEABI
AHCTPECC-CHHAPOM C ITOAMOPTAHHOM AMCYHKIIIEH,
ocaoxusAromuics B 60% cAaydaeB CEIICHCOM M CEIITH-
9YeCKHM ITIOKOM [4-7]. V gacTn pennnuenTos yHKIHIA
TPAHCIIAAHTATA TIOCAE HOBOM KOPOHABUPYCHOM HH(EK-
IIHM MOKET OBITh 1ToTepsHa [5, 6]. Xpomnmdeckne 3a00Ae-



COVID-19 y peunnueHToB annoreHHoi MoK — OMbIT OFHOTO LiEHTpa

BAHHA 1 KOMOPOHAHAS ITATOAOTHA OTATOINAIOT TEICHHE
COVID-19 Briaots A0 patarsroro ncxoaa [6, 7). beiao
IIOKAa3aHO, YTO § OOABHBIX C XPOHHYIECKOH OOAE3HBIO
novex (XBII) puck takesoro tewenus COVID-19
B 3 pasa BBIIIIE, 2 B ITAAQTHI HHTEHCHBHOI TEPAITIH OHI
HOIAAAIOT B 12 pa3 garrie 1o CpaBHEHUIO ¢ OOINei 1mo-
nyAsmueit [5-8].

CAeAyeT TaKke OTMETHTD, YTO AHIIA, TIOAYYAFOIIIE
AAUTEABHOE BpeMs HMMYHOCYIIPECCHBHYIO U CTEPO-
HAHYIO TEPAIINIO, COCTABAAIOT IPYIIIY PUCKA IIO Pa3-
BUTHIO ITHEBMOILIICTON ITHEBMOHHUH, CAUHCTBCHHBIM
KPUTEPUEM HCKAKOYEHHS/ TOATBEPKACHUA KOTOPOIL
B HACTOAIIEE BPeMsA ABAACTCA TECT ITOAMMEPA3HOM
nenuoii peaknnu (I1LP) [1, 7]. Kaunuka mHeBMO-
IIICTO3a AETKHX CXOAHA C KAMHHYECKOH KapTHHOI
HOBOM koponasupycHol uudekuu [1, 7] u 6oaee
Toro, y perurmenTtoB TT1 BO3MOKHO pasBuTHE MHIKCT-
nndexuu — maesmonucroza u COVID-19, a Taxixe
APYTHX MHKPOOPIaHH3MOB 1/HAN BEPycoB. Bee atn
(paKkTOPBI CO3AAFOT 3HAYUTEABHBIE AUATHOCTHYECKUE
TPYAHOCTH AASl ACYAINUX BPAdeH KOBHAHBIX TOCIIHTAACH
[4-9].

B macrosIem cooOIIeHNH MBI IIPEACTABASIEM 4 KAH-
HUYECKUX CAy4Yas HOBOH KOPOHABHPYCHON HH(EKINN
Y PEIUITHEHTOB aAAOTEHHOI IIOYKH, ACYEHBIX B KOBHA-
HOM rocrurase ropoaa Cypryra B Hadase IAHACMUL
HOBOM KOpoHaBupycHOH nH@eknnu. [1pu sToMm 11easro
paborsr ABAsSETCA aHaAN3 Tederns u Aedernd COVID-
19 y 91X OOABHEIX.

Marepuas 1 METOABI

IIpoBeAeH PETPOCITEKTUBHBIN AHAAN3 TIEPBUYHOM
MEAUIIMHCKOHR AOKYMEHTAIHMH (MEAULIIHCKHX KapT
CTAITMOHAPHBIX OOABHBIX) YETBIPEX ITAITUEHTOB CTAPIIIE
18 AeT ¢ HOBOM KOPOHABUPYCHOH HMH@EKIUEH, IIepe-
HECINUX TPAHCIIAAHTAIIIO AAAOTCHHOM ITOUKH U TOCIIH-
TAAN3UPOBAHHBIX B KOBUAHBII TOCIINTAAD BroaxeTHOrO
yapexaernst XMAO-FOrper «Cypryrckoi OKpyKHOI
KAMHHYECKOH OOABHHIIED B mepuoa ¢ 25.11.2020 r.
o 19.07.2021 r. ObGcaepoBanme U AedeHue OOABHBIX
IIPOBOAHAOCH B COOTBETCTBUU C BPEMEHHBIMU METO-
AMYECKHMI PEKOMeHAANNAME MmHHECTEpCTBA 3Apa-
Booxpanenus Poccuiickoii Peaeparuu, sepcus 9
(26.10.2020 r.), Bepcua 11 (07.05.2021 r.) «[Ipocpuaak-
THKA, AHATHOCTHKA ¥ A€IEHUE HOBOH KOPOHABUPYCHOM
nudexua COVID-19.

V Bcex manmeHToB AMArHO3 KOPOHABUPYCHON HH-
dpexnuu MOATBEPIKACH ITOAOKITEABHEIM PE3YABTATOM
[P #a SARS-COV 19. B nepuoA rocruraAusanuu
IIPOBOAMACH TAKAKE MOHUTOPUHI PAHHEH AHATHOCTUKHI
IIPHCOCAMHEHHA BTOPUYIHON HH(EKIINH, B CBA3HU C YEM
BBIIIOAHAAUCH OaKTEPUOAOIUYECKUE HCCACAOBAHUA
CAM3HM MUHAAAUH U 32AHEI CTEHKH TAOTKH, OKOAOHO-
COBBIX IIOAOCTEH, KPOBH, MOYH, MOKPOTBI, KAA4.

C meanro AnddepeHIMarbHON AMATHOCTHKH KOBUA-
HOM M THEBMOIIUCTHON ITHEBMOHMU, KAK U AAS HICKAFO-
YEHUA MUKCT-HH(MEKITHH OIPEACATAOCH KOAHYECTBO
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kormit AHK reprmec Bupyca (HSV-1, HSV-2, HHV 0),
nuromerarosupyca (CMV), mHeBMOITUCTEL

Yacrora n epedeHs AAOOPATOPHBIX MCCACAOBAHII
COOTBETCTBOBAAA BpeMeHHBIM KANHIYECKIM PEKOMEH-
aarmam 1, 2].

Pe3syabraTn!

OO0r111ee KOANYECTBO HMAIIHEHTOB C TPAHCIIAAHTHPO-
BAHHOI ITOYKOH B TOpoAe CypryTe Ha TEKYIITUH MOMEHT
cocraBuao 37 gerosek. M3 Hux 4 manuenra OBIAK rO-
CIIMTAAM3UPOBAHEI B KOBHAHBIH I'OCIIUTAAD ITO ITOBOAY
HOBOH KOPOHABUPYCHOM MH(DEKIIHL.

[IpwauHb TEPMHHAABHOM ITOYEYHOH HEAOCTa-
tounoctu (TTIH) y stux manmentos 6p1An paznoo-
Opasuer (Tabauma 1): moAnKucTO3HAA OOAC3HD ITOYKH,
nueAOHePUT CAUHCTBEHHOH (BPOKACHHOI) ITOYKH,
HedpockAepo3 Ha (DOHE APTEPUAABHON THIICPTOHUM.
B oanom cayuae mpuanaa TITH He Obiaa yeranOBACHA.

B mocrrpaHCIAQHTAIIMOHHOM IIEPHOAE § TPeEX
IIAITMEHTOB OTMEYAAACH ITEPCHCTUPYIOIIAA IINTOMETa-
AOBupycHas HHGEKIIHUA, ¥ OAHOTO — 00Pa3OBaHNE KUCT
B TPAHCITAQHTATE, TEPIETUYECKNI KEPATUT B COUETAHNI
C MYABTH(DOKAABHBIM PAKOM KOKH, OCAOKHUBIIHICS
OTTOP/KEHNEM ITOYEUHOTO TPAHCIIAAHTATA, ¥ APYTOTO
peluIueHTa — Pa3sBUACH (DOKAABHO-CETMEHTAPHBIN
CKAEPO3 TPAHCIIAAHTHPOBAHHON I0uKkH (TadAmma 1).
Bcee manmenter moayuasn VICT (tabammal), koppex-
nug koropoit B ceasu ¢ COVID-19 nposoanaace koa-
AETHAABHO AECYAIIUMH BPA4aMI COBMECTHO C FAABHBIM
medppororom XMAO-FOrper u BpagaMu IEHTPOB
TPAHCIIAAHTAIINH, B KOTOPBIX IAI[IEHTAM BBITOAHAAACH
TPAHCIIAQHTAIINA IOYEK.

Hrrxe mprBoANM OIMUCaHTE KAXKAOIO KAHUYECKOIO
CAy9as.

Boavroi Nel. Myxuanna 43 aer ropa. Tpanciaan-
TAaIuA IOYKH BRIITOAHEHA 110 11oBOAY TTTH B mcxoae
XPOHHYECKOTO TyOYAO-HHTEPCTUIINAABHOTO HepHTa
CAMHCTBEHHOI (BpO:KACHHOMN) HoYku. Cpok DyHKIIHO-
Huposanud TpaHcnaantara 10 aer. B mocrrpancnaanra-
LIHOHHOM ITEPHOAC PA3BUACHT (POKAABHO-CETMEHTAPHBII
CKAEpO3 TpaHcIAaHTaTa. VICXOAHBIH YpOBEHDb KpeaTn-
HIHA CBIBOPOTKHU KPOBH cOCTaBASIA 349 MKkMOADB/ A. Ba-
sucHad VICT npeacraBacna B Tabamme 1.

B KOBHAHBIH rocriuTasb IOCTYIIHA HA BTOPOH ACHb
boaesan COVID-19. 3aboaeBamue HAYAAOCH OCTPO,
¢ moBbIIIeHHA Temieparypa teaa A0 37,6°C, Goaeit
B ropae, apoHNN, 3aTPYAHEHHA IIPU OTKPHITHH PTa.
Aanee OABHANCH HEBHATHAS PEUb, OLYIIICHIE YTOAKOB
pra. bpruraaoit ckopoil oMo AOCTABACH B CTAIIN-
omap. Ilpu mocrymaenum: tpusm gearoctelt, adonus,
HE AHXOPAAHT, HOCOBOE AbIXaHHE cBoboAHOE. CaTypa-
st kucaopoaa (SpO,) 100%. AA 160/100 mm pr.cr.,
YAA 18 8 mun., YCC 86 B MUH., HHAEKC MaCCHI TEAQ
(MIMT) 22 kr/m% Tlpu ocMOTpe: BUANMBIC CAM3UCTBIE
OOBIMHOI OKPACKH, YHUCTBIE. YBEAMYEHUA ITepudepH-
geckux AnMdoy3Aa0B HeT. HeBpoaormdeckas ogarosas
cuMITOMaTHKa OTCyTCTByeT. OTMEYEHA PUTHAHOCTD
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I'I. lpomosa, H.B. X6aHoea, O.B. MbsHkiHa 1 coasr.

Ta6bnuua 1 | Table 1

XapaKTepI/ICTI/IKa nauyneHToB C HOBOW KOpOHaBMpyCHOI}‘I I/IHd)eKLWIeI‘/‘I, nepeHecwux onepauunio No TpaHCcNIaHTaLUN NOYKN

Characteristics of patients with new coronavirus infection who underwent kidney transplantation

Ne Bospact  Mpuumkbi MmmyHocynpeccnBHaa Tepanus CKO po ConyTcTBylOLWasA NaTonorna
6onbHOro net TepmuHanbHon XBI yHocynp P 3aboneBaHus yTCTBYylow
1 43 XpoHunyecknmn MukodpeHonoBas Kucnorta 36 M1 B MUH CumnTomaTnyeckan
Ty6onouHTEpCTU- 1440 mr/cyT apTepuasibHasA rmnepToHna
LunanbHbli HebpuT LinknocnopuH
C UICXOA0M 100 mr /cyT,
B HedpocKepo3 MetunnpegHusonoH (Metunpen)
eAVNHCTBEHHOM 4 mr
(BpOXXAEHHOW)
NIEBOV MOYKM
2 39 XpoHunyeckunin MukodeHonoBas Kucnota 62 M/ B MUH CmMmnToMaTnyecKas aptepuanbHas
rnomepynoHedput 360 mr/cyT, rMnepToHunA.
Takponumyc MNepcuctunpyrowan
3+2,5 mr/cyr, LMTOMeranoBupycHas nHdekuua
MetunnpegHusonoH (Metunpen)
8 mr/cyT
3 58 HeyTouHeHHas LinknocnopuH (Sxkopan ) 40 Mmn B MVH CrmnTomaTnyeckas
HedpponaTtua 225 mr/cyr, apTepuasibHasa rMnepToHunA.
MukodeHonoBas Kucnota (Hukeecen) MapokcramanbHasa dopma
1440 mr/cyT, dubpunnaumnn npencepaunii.
MetunnpegHusonoH (Metunpen) Mepcuctupyiowan
4 mr/cyT LMTOMeranoBrpycHas nHdekuua
4 65 AHOManua passuTuA: MwikodeHonata modetun (Cenncent) 50 mn B MUH MynbTudoKanbHbI pak Koxu,
NONNKNCTO3Has 2250 mr/cyT, ctagua |, ®OT 09.2020 r. Kepatoma
60ne3Hb noyvek, Takponumyc (AaBarpad) KOV NpaBoi BUCOYHOW 06nacTy,
neyeHun 3 mr/cyT, nccevenme 09.2020r.

MeTunnpegHusonoH (Metunpen)

8 mr/cyT

XpoHunyeckas nemmyeckas
6one3Hb cepaLa, CTeHTUPOBaHMe
2018r.

CumnTomaTnyeckan apTepuanbHas
rMNepToHWA, NapoKC3ManbHasa
dopma dnbpunnauun npegcepanii
MNepcuctmnpytowan
LuUTOMeranoBupycHas nHdekuma
CTepouaHbIN caxapHblii Anabet

* CKopoCTb KNy6oukoBow GpunbTpaLmm onpeaensnacsk no ¢opmyne CKD-EPI

MBIIIIT HIKHEH 9eArocTr. MeHuHreaAbHBEIE 3HAKH OT-
PHIIATCABHBIC. B IIpreMHOM OTACACHUH OBIAO IIPOU3-
BeAeHa KommbroTepHad Tomorpadus (KT) rorosroro
MO3ra — HCKAIOYEHO OCTPOE HAPYIIEHHE MO3TOBOTO
kpoooOparenusa. Ha KT aerkux BeIIBACHA ABYCTO-
POHHSAA ITOAHMCETMEHTAPHAA ITHEBMOHHUA C OOIIHM
obobemom mopakenusa 10%, 9T0 COOTBETCTBOBAAO
KT-1.

[Ipu AabOpPATOPHOM HCCAEAOBAHUHU IIPU ITOCTY-
naeHun: B obmem anaanse kposu (OAK): amemms
(Hs 84 r/A, Opurpouursr 3,29%X1012), HesnaunTeAs-
Has Aetikonenns (4,4X10%); B Gnoxummdaeckom aHa-
Anse kpoBu MoueBuHA 29,96 MMOADB/A, KpEATHHUH
518 MKMOAB/ A, 9TO ITO3BOAHAO KOHCTATUPOBATH OCTPOE
IIOBPEKACHHUE ITOYEK HA (DOHE XPOHHIECKON DOAE3HI
mouek (OIIIT ma pone XBII). Onpeaersrucey Takie
TEHACHIINA K THIIepKarueMud (5,5 MMOAD / A), TUIIOIIPO-
tenremus (46 r/A), yeandenue C-peakruBHOIO HeAka
(CPB) a0 9,1 mr/a, runepxaopemus (109 Mymoan/a),
runieppubpunorenemus 5,81 r/a. Cyrounas uporen-
HypPUs COCTABASIAA 7,5 I'/ CYT, B COXPAHAAACH IIPHIMEPHO
TAKOH 7K€ B TEYCHHE BCEIO ITEPHOAA TOCITHTAAN3AIINH,
cHu3uBIIICH AO 3,0 1/cyT K BhIIHCKe GOABHOIO U3 CTa-
IIIOHApPA.
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[Tocae AMATHOCTHKHI THAKEAOH HOBOI KOPOHABHPYC-
HOI HH(EKIHN, OCAOKHECHHOM ABYCTOPOHHEH IIOAHCET-
MEHTAPHOH ITHEBMOHUEI, OPAHANOYAAPHOM AUCTOHMEIH
u OIIIT na done XBII, nmannenry O6viaa mpoBeAcHa
koppexuus MCT: ormenena MuKkoeHOAOBas KHCAOTA,
YBEAHUCHA AO32 METHA-IIPEAHH30A0HA A0 250 Mr/cyT
BHyTpuBeHHO. Hasnauena koMOMHIpOBaHHAA IIPOTHBO-
MHKPOOHAA Teparms: MOKCU(PAOKCAIINH H AMHE30AUA.

Ha 5 aenp 6oAe3nn, HeCMOTPA Ha IIPOBOAMMYEO
TEPAIINIO COCTOSHHE YXYAITHAOCH, ITO KAMHIYECKIM
AQHHBIM 3a10A03peH nuTokuHosbi mrropm (LI, Or-
MEUEHO HapaCTAHUE OABIIIKH, cHIKeHIe SpO, Ao 90%,
YBEAMYEHHE 30HH Topaxenus Aerkux 1mo KT Ao 32%,
yekoperne COD a0 100 mm/4. A-aumep 1ipu 5T0M OCTa-
BaAcs B Hopme. K reparim A00aBAEHO PeKOMOMHAHTHOE
IYMaHH3UPOBAHHOE MOHOKAOHAABHOE AHTHTEAO K YEAO-
Bedeckomy pererrtopy MA-6 Tormmansymad (Axrempa)
B Ao3e 240 mr. B cBsisu ¢ runonporenemMuei, rumoraM-
MarAoOyAnHeMueH (CHUKEHHE YPOBHA MMMYHOIAO-
oyaunos G m M) ¢ 3aMeCTUTEABHON IIEABIO BBEACHDI
BHYTPHBECHHBII IMMYHOTAOOYANH, CBE/KE3AMOPOKEHHAA
[1A23Ma U AABOYMUH

B 210 1€ BpeMs OTMEYEHO yBEANYCHHE IIPECEIICHHA
A0 1390 1ir/MA IIpy OTPULIATEABHBIX AAHHBIX OAKTEPHO-



COVID-19 y peunnueHToB annoreHHoi MoK — OMbIT OFHOTO LiEHTpa

AOIMYCCKUX HCCACAOBAHUI HOCOTAOTKI, MOYH H KPOBH.
[IpoBeaena Koppeknnua aHTUMHKPOOHON Teparuu
B COOTBETCTBUHU C PEKOMEHAALMAMU 10 KOMOHHHPO-
BAHHOM aHTUMUKPOOHOM Teparun [8]. BerOpana cxema
SMITHPUYECKON TEPAIINN YIPOKAEMBIX HeCHerurde-
cKuX HH(EKIUH: HA3HAYCH MEPOIICHEM, OTMEHEH MOK-
cPAOKCAIIIH, TIPOAOAIKEH AUHE30AHA.

Ha dome repamnuu cocrosmue 60ApHOIO u AabOpa-
TOPHBIE IIOKA3ATEAU YAYUIIAAUCE. Kucaopoanas 1moa-
AEPIKKa B CTAITMOHAPE IIPOAOAKAAACH 6 AHEI. Y POBEHD
KPEATHHUHA CBIBOPOTKU KPOBH CHH3HACS IIOYTH AO HC-
XOAHBIX 3HaueHUI — 398 MkMoAb/A. [To aamHBEIM KT
ACTKUX KOHCTATHPOBAHEI IIPU3HAKN PA3PCIICHUS BHU-
pycuoii nmesmonnu. Bupycossiaeaerne SARS-COV
19 mpekparuaoce Ha 17 AeHb rocmrasmsaun. Boab-
HOI OBbIA BBIIIICAH AOMOT.

Bosvron Ne2. Myxanna 39 aer. Cpok pyHKIIMOHN-
pOBaHuA TpaHCIAAHTATA O ACT. B mocrrpancmaanTanu-
OHHOM ITEPHOAC AHATHOCTHPOBAHA IIEPCHCTHPYIOIIAs
IIITOMETAAOBHPYCHAA HHQEKIHA I OCTPOE KACTOYHOE
orrop:xenue TparcraanTata (2015 r.) Mexoansiit ypo-
BEHb CEIBOPOTOYHOIO KPEATHHIHA AO FOCITHTAAM3AIIAN
120 MKMOAB/ A.

3aboaesanune COVID-19 Hawaroch OCTpO € IOBBI-
rreHus Temiepatypsl Teaa A0 38,5°C n HacMopKa, Aarce
IIPUCOCAUHUAUCH KAIIEAB, OOAB B IPYAHOH KACTKE,
rorepsA 0OOHAHHA. B KOBUAHBIN 'OCIHTAAD TIOCTYITHA
HA TPETHI AHb OOAE3HM B COCTOAHHU CPEAHEH Tse-
cru. [pu ocmotpe: ymepennas ruepemus sesa. Temrre-
parypa teaa 37,7°C, AA 100/70 mm pr e, YA 18 B mu,
YCC 90 B mun, IMT 20,7 kr/m?, SpO, A0 96% npu
Apixannu armocdepusiM Bosayxom. Ha KT aerkmx —
ABYCTOPOHHSA ITOANCETMEHTAPHAA ITHEBMOHUA C OOITIIM
oobemom nopazkerus 20%, r.e. KT-1.

[Tpu rabopatoprOoM nccaepoBanum: B OAK tpom-
Gouuronenus 155X10% kpeaTHHUH CHIBOPOTKI KPOBH
148 MkMOAB/ A, MOUeBHHA 8,2 MMOAB/ A. yBeAMYCHIE
CPbB a0 24,3 mr/a, runepdpubpunorenemus 4,42 /.
B cBfisu ¢ AmarHOCTHKOM HOBOM KOPOHABUPYCHOM HH-
pexIm, OCAOKHEHHOI ABYCTOPOHHEH ITOAMCETMEH-
rtapaoi nHesMouuerd u Hacaoenuem OIIIT ma XBII,
6r1aa iposeaeHa Koppekiua VICT: MeTHAIPEAHN30A0H
OTMEHEH U HA3HAYEH ACKCAMETa30H B Ao3e 20 Mr BHY-
TpuseHHO [1]. Kponme Toro, ObIAT HA3HAYEHEI CEACKTHB-
HBII HHrIOUTOp ceMelicTBa AHyc-KuHa3 TodannTuHnb
(AxBumyc) B Ao3e 20 Mr # KOMOMHIPOBAHHAS AHTHOAK-
TepraabHad Teparui AnHe30AHAOM 110 600 MI ABAZKABL
B ACHDb B COYETAHUH C KAAMOCAPOM (AMOKCHITHAANH
+ Kaasyaanosas kucaota) 1o 1200 Mr TPIKABL B ACHS.

Ha done mposoanMoii Teparin Ha 3 A€Hb FOCIIHTA-
Amsarun (6 ACHb ODOAESHIT) COCTOSHIE DOABHOIO YXYA-
IIHAOCE: HApOCAa OABIIKA, SpO, causuaace A0 90%
npu Abixanuu armocepuev Bosayxom. Ha KT orme-
YEHO YBEAHYCHICE 30HBL IIOPaKeHHs Aerkux A0 40%.
[Ipu nccaeAOBaHIM CHIBOPOTKH KPOBH BEIABACHO HAPAC-
TAHUE CBIBOPOTOYHOIO KPEeaTHHUHA A0 154 MKMOAB/A
u mMoueBuHbl A0 11,4 MMOAB/ A, a Takke yposus CPB

A0 33,2 mr/a n heppurina A0 812,3 mxr/A. B OAK yse-
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AMYHAOCH YUCAO AeHKOIHTOB (A0 8,8X107 ¢ 4,4X10?
IIpU IIOCTYIIACHHN), OTMEYEH HEHTPOMDHABHBIH CABUT
BACBO (ITAAOYKOSACPHEIC ACHKOIUTH 17%), IOBEIIIIC-
e COD Ao 20 mm/4. B cBsizu ¢ yxyArenuem cocro-
AHUA OBIAN OTMEHEHBI TO(AINTHHIO U TAKPOAUMYC.
ABaKABL ¢ HHTEPBAAOM B 2 AHSL BBEACH HHTHOHTOP
(MoHOKAOHAABHOE aHTHTEAO) perenropa MIA-6 Ca-
puaymab (Kessapa) mo 200 mr. [IpoBeacra xoppexrrus
aHTHOAKTEPHAABHON TEPAITUI: HA3HAYCH I1eDOIIepa3OH-
CYABOAKTAM.

[Tocae BBeaenus Capuaymada COCTOSHHE ITAIIUEHTA
CTAAO MEAACHHO yAyduriatoca. [loroxureapHas ArHa-
Mmuka ¢ popmuposanueM pudposa mo sanuem KT
ormedena Ha 17 aemp rocrmrasusanun. SpO, Ha aT-
mMocepHOM BO3Ayxe AocTuraa HOpMel Ha 20 AeHb
rocunrasusanuu. KpeaTwHUH KpPOBH CHH3HACH
A0 86 MkMOAB/ A, CPB — A0 0,57 Mr/A Ha 24 AeHD TO-
crnpTaAu3anu. B cOOTBETCTBHN C KAMHIYECKIMI PEKO-
mesAanusamu [1] Ha 24 aenp rocrimrasusanun (26 AeHb
60oAe3Hm) ODOABHOI OBIA BBIITHCAH U3 CTarimoHapa. Kuc-
AOPOAHAS IIOAACPIKKA B CTALIHOHAPE B 5TOM CAYHAE IIPO-
Aonmanacek 20 e, Bupycoeiaeacare SARS-COV 19
rpexpaTuAoch Ha 10 AeHb TOCHHTAAM3AIINN.

Boavron Ne3. Myxauna 58 aer. Ilpmwanna TITH
HEACHA B CBASH C BBIABACHHEM 3a00ACBAHUA B TEPMHU-
HaABHOH cTaAuu. CPOK IIOCAE TPAHCIIAAHTALINH IIOYKI
17 aer. ITocaeaHne ABa rOAQ OTMEYAAACH IIPOTCHHYPHUA
Ao 1,0 r/cyr, B cBSI3M € 4eM IAQHUPOBAAACH OHOIICHS
TPAHCIAAHTATA. Y POBEHb KPEATHHHHA CHIBOPOTKU
KPOBH AO TOCHHTAAM3AHHI COCTaBAAA 206 MKMOAB/ A.

3aboaesanne COVID-19 magarocs ocTpo € ITOBBI-
reHnst TemMiepatypst Teaa A0 38,5°C, Karrias, OABIIIIKIL
B koBHAHBIN rocruTaAb IOCTYIIHA HA TPETHH ACHDb
0OAE3HU B COCTOSHUU CPEAHCH THKECTH, HE AUXOPa-
AnA. IIpu ocMoTpe OTMEUEHBI PEAKHIT CYXOH KAITIEAD,
ruriepemus 3esa. AA 130/80 mm pr.cr., YAA 18 B mum,
YCC 63 B mun, IMT 20,7 kr/m2, SpO, a0 98% npu
Aprxanun atmocdepnbM Bosayxom. Ha KT aerkmx —
ABYCTOPOHHSA IIOAHCEIMEHTAPHAS ITHEBMOHISA C OOIIIHM
obbemom nopaxenns 24%, t.e. KT-1.

[Ipn AabopaTOpPHOM HMCCAEAOBAHHH: TPOMOO-
muronenus 146X10% kpeaTnHHH CBIBOPOTKH KPOBH
242 mxmoan/A (OITIT ma XBII), yeanuenne CPb
A0 67,1 mr/a, runeppubpunorenemus (5,78 r/a),
nossirerne A-aumepa Ao 2,45 Mkr/ma, dpeppuruna
A0 481 MKr/A.

C MOMeHTa AMATHOCTUKH HOBOI KOPOHABUPYCHOM
nHdeKIu ObIAA OTMEHEHA MUKO(DEHOAOBAsA KUCAOTA,
YBEAHYEHA A032 METHAIIPEAHU30AOHA AO 8 Mr/cyT,
yMEHbIIIEeHA A032 IUKAocopuHa A0 50 mr/cyr. Hasna-
YCHBI AHTHOAKTCPUAABHAS TEPAIIHS MOKCH(DAOKCALIN-
HOM H KAAMOCAPOM, 2 TAKKE IPOTUBOBUPYCHBIE IIPE-
napater Ymudgenosup u Murepdepon aapda.

B mepBrre cyTKM rOCHHTAAM3AIIMU OTMEYIAAOCH
camxerne SpO, A0 92% mpn ABIXaHIH ATMOC EPHBIM
BO3AYXOM. C yueTOM KAMHHUKO-AQOOPATOPHBIX AAHHBIX
BBeAeH OAokaTOp MIA-6 Onroknsymab B Aoze 160 mr moa-
KOKHO.
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Ha caeayrommit AeHb IOCIIHTAAU3AIIE COCTOSA-
Hue OOABHOTO 0€3 AMHAMHUKH: COXPAHAAUCH OABIIIKA
u cumkenune carypauusi SpO, Ao 90% mpu Aprxanun
armocdepubiM Bosayxom. B OAK BrriBAeHA Aciiko-
nenns 3,35%10% mapocaa rpombonuronenus 124X10°.
B cBAA3H ¢ 9THM YETBIPEXKPATHO BHYTPUBCHHO B TCUCHHE
CYTOK BBEACH METHAIIPEAHH30A0H B A03e 125 mr, mocae
YEro COCTOSHIE DOABHOTO CTAOHAH3HPOBAAOC.

Ha 5 aenb rociimraansarn (8 A€Hb OOAC3HI) BHOBD
yxyartrerne cocrosuust, Ha KT yBeandenue 30HBI 110-
paerus Aerkux A0 52%. ITosercuances yposan MIA-6
A0 14 r/ma, AAI — a0 412 EA/ A, B CBA3H C UeM BBEACH
HHIIOUTOp perenrTopa nHTepAciikuaa-6 Tormansymad
B p03e 400 mr BayTpuBeHHO. IIpoBeacHo epeansanue
AHTUKOBHAHOM ITATOTEH-PEAYIHPOBAHHON AOHOPCKOM
OAHOTPYIIITHON CBEKE3AMOPOKCHHON ITAA3MBL B 00'b-
eme 300 ma, Ao0DaBaeH Ko-TpHMOKCa30A € IEABIO IIPO-
praakTary mHEBMOUKCTHON mHeBMoHnH. [IpoBeacHa
KOPPEKIIUA aHTHOAKTEPUAABHOM TEPAITNI: OTMECHEHBI
MOKCH(AOKCAITIH H KAAMOCAP, HA3HAYCHBI IPTAIICHEM
U AMHE30AHUA, IIOBTOPHO BBEACHA AHTUKOBUAHAS IIATO-
IeH-PEAYIIIPOBAHHAS AOHOPCKAS OAHOTPYIIITHAS CBEHKE-
3amoposkeHHas 1maasma B oopeme 300 Ma.

Ha 7 aenp rocnmrasmsanuu 1o pesyapratam KT
OTMEYEHO YBEAMYEHUE ODIIEro 0ObemMa IMOPAKEHUA
aerkux A0 88%, KT-4. [1pu OumoxuMuaeckom HccAe-
AOBAHHH KPOBHU BBIBACHO CHIKCHHE OOINEro OeAka
A0 53 1/, noseienne yposas AAI a0 891 EA/a,
deppurana A0 571 mrk/a, A6 Ao 112 ur/ma. Bse-
Aer opTopHO Tormausymad B Aose 800 mr, HasHadeH
rerapus depes uadysomar 1 MA/9ac OA KOHTPOAEM
AUTB. Ilpoeaer maasmMoo0OMeH ¢ 3aMEHOI 2 A CBEKe-
3amopozxerHoM maasmer (C31T).

Ha 9 AeHP rocmmTaAH3aIIMU HAPOCAA KAMHHKA
OPAC (cumxenne carypanuu Ha doHe HHCYDPAL-
LN KHCAOPOA2 Ha MaKCHMAABHBIX ITOTOKAX 4epes
KHCAOPOAHYIO MACKY), VBEAHUUAHNCh OOBEM IIOpaKe-
HUA ACTOYHON TKAHH M M3MEHEHHUS 110 THITy (prHOpo3a
1 MATOBOTO CTEKAQ, TPOMOOIMOOAHS ACTOYHOH apTepHI
Op1Aa nckAroueHa. [ larmenT ObIA ITepeBeACH Ha HENHBA-
3UBHYIO HCKYCCTBCHHYIO BeHTHAALHIO Aerkux (HVIBA).
[Tosropro BBeacH OA0kaTop MIA-6 Onoxusymad 160 mr
BHYTPHBEHHO.

OAHOBPEMEHHO BBIIBACHBI TUIIOKOMITACMEHTEMES
(C4 0,08 r/a, C3 0,59 r/Aa), camxenue rarrrorao6mua
A0 0,62 v/, yBeamuenue yposae AAL a0 1071 EA/ 4,
tpomborrronerns Ao 141X10%, anemus (Hs 80 r/a),
9TO OBIAO PACIICHEHO KaK BTOPHYHAA TPOMOOTHYICCKAs
MUKPOAHIHOIATHSA. B cBA3H ¢ 911M TIpoBOANAHCH HHY-
sun C3IT: Beero nposeaero 6 nudysuii 1o 600 Ma/cyT.
[TAa3MOOOMEH ITOBTOPHO HE IIPOBOAUACSA IO TEXHIYE-
CKUM IIPHYHHAM.

3 OHOAOTHYECKIX JKHAKOCTCH IAIIMCHTA OBIAM BBI-
ACACHBI IIOAHMPE3UCTEHTHBIE IIITaMMEI Stenotrophomonas
(X.) maltophilia, Klebsiella pneumoniae, B cBsi3u ¢ dem
IIPOBOAMAACH KOPPEKIIHA AHTHOAKTEPHAABHOI TePAIINH:
OTMEHEHBI PTAIICHEM U AMHE30AHA, HA3HAYCHBI I10-
AMIMHKCHH 1 MEPOIIEHEM, IIPOAOAKEH KO-TPUMOKCA30A.
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brraa moarsepixaena axrusanus LIMB unndex-
nnu (Ha 18 AeHb rocuurasusanuu 1o AagasiM [P
5170 xommit Ha 10° KA€TOK KpOBH), YTO OTPEOOBAAO
HA3HAYECHHA TAHIINKAOBUPA.

Ha done mposBoanmoii Tepanmum cocrosHme
IAITMEHTA C IOAOKUTEABHON AMHAMUKOMH, Ha 38 AeHB
TOCITNTAAM3AINHY AIHEHT OBIA TIEPEBEACH B OTACAE-
HHE He(PPOAOTHH AASl AAABHEHIIIEIO ACUEHUS U pea-
onanTarn. HYIBA mpoBoAmaacs B TedeHune 7 AHEH,
KICAOPOAHAA IIOAAEPZKKA OCYIIIECTBAAAACH AO BBIIIICKHI
IIaIMeHTa U3 NH(EKIIMOHHOTO OTACACHHA. Bupycoss-
Aerne SARS-COV 19 npekpatnaocs Ha 36 A€Hb TOCITH-
TAAU3AIHN.

Boavroi Ned. Myxanna 65 aer, mpuanaa TITH —
OANKHCTO3 109eK. CpOK (DYHKIIMOHHPOBAHIA TPAHC-
maanTata 18 Aer. IlammenT crpajsaa XpOHHYECKOH
HEPCUCTUPYIOIIEH IrepIiec-BHPYCHON nHQEKIHEH.
B amammese ocrpoe KAETOYHOE OTTOPKEHHE TPAHC-
naanTata B 2015 r. VIcXOAHBIH ypOBEHD KpeaTHHIHA
CBIBOPOTKH KPOBH AO FOCHATAAM3ANH — 134 MKMOAB/ A

3aboAeBaHME HAYAAOCH OCTPO C TIOBBIIIICHHUSA TEMITE-
patypsi TeAa A0 38,8°C, karrias. B KOBHAHBII rocrinTasb
HOCTYIHA Ha 9 AeHb OOAE3HH B COCTOAHIU CPEAHEH TH-
xecru. [Ipr ocmoTpe Temrieparypa HopMaapHas, AA
140/90 mm pr.ct., YAA 17 8 mun, YCC 86 B mun, IMT
23,6 xr/m?, SpO, A0 97% 1pu AbIxaHHN ATMOC(EPHBIM
BosAyxom. Ha KT Aerkux — AByCTOpOHHSAA IIOANCETMEH-
TapHAA ITHEBMOHHA C OOIIUM OOBEMOM IIOPAKEHHA
70%, KT-4.

[Ipu aaboparopuom nccaeprosannm: B OAK:
6e3 0COOEHHOCTEN; KPEATHHHH CHIBOPOTKH KPOBH
148 mMxMoAB/ A, ModyeBnHa 15,5 MMoAb/A. TTocae Ana-
THOCTHKH HOBOW KOPOHABUPYCHOH HHEKITHI, OCAOK-
HEHHOM ABYCTOPOHHEH ITOAMCETMEHTAPHOM ITHEBMO-
HHUEH, marueHTy OpiAa mposeacHa koppekiua MCT:
OTMEHEH MHKO(EHOAATA MOETHA, AO32 METHAIIPEA-
HHM30AOHA yBEAMYEHA AO 16 Mr/cyT, Ha3HAYEH ACKCame-
Ta30H 110 8 Mr/cyr BHyTpuBeHHO [1]. BBeaer nurnburop
pererrropa MIA-6 Capuaymad (Kessapa) 200 mr.

Hasnagena koMOnHupOBaHHAA AHTHOAKTEPUAABHAS
TepanuA 11epaAOCIIOPUHOM H I1ePOIIEPa3OHOM-CYAb-
OaKTaMOM.

Ha cdone nmposeaeHHOIT Teparnmu 0TMEYaAach 110-
AOKHUTEABHAS KAUHHKO-AaOopaTopHas u KT AnHamuxka.
Oamaxo Ha 18 AcHb 60oAe3HN (9 ACHB TOCIINTAAM3ALIII)
BBIABACHO IIPOIPECCHPOBAHHE AETOYHOTIO IIOpaikKe-
uug o KT Ao 88%, uto compoBoxkaaroch HapacTa-
HHEM ABIXaTEABHOH HEAOCTATOYHOCTH, YBEAHUEHUEM
ypoBHst VIAG A0 667 11r/MA, HOBBIILIEHUEM KPEATHHIHA
A0 154 mrmoab/ A. Beeaen osropro Capruaymab (Kes-
3apa) 200 mr.

[TpoBeAcHa KOppEKIIUA AHTHOAKTEPUAABHOM Tepa-
num: otmener Lledonepason-cyapbakram, Ha3HAUEH
Annesoana o 600 mMr ABaxABI B AcHb 1 Meporenem.
Ha cone reparmu ormedasach crabuAM3anus cocTos-
HUA ITaITHEHTA.

Ha 21 aenp 60aesan B MmokpoTe meToaoM [TLP BbI-
asacaa AHK Pneumocystis carinii. Hasmagen B aeue0-
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HOII AO3€ KO-TPHMOKCA30A. B aTOT ke 1mepuoa kpearn-
HHUH KPOBH CHU3HACH AO 0a30BOTO YPOBHSL.

Ha caeayrormmuit AeHb OTMEYAAOCH YXYALIICHHE CO-
croaumud, 1o AanaeiM KT — 100% nopakenue Aerkux,
zapeructpuposato nossimenue JIAG a0 3005 mr/ma,
mareHT ObIA mepeseacH Ha HVIBA, a satem ma VIBA.

Ha 25 aeup 6Goaesum mnosoimenue MAG
A0 98271 1r/MA, HapacTaHUE HOAMOPIAHHON HEAOCTA-
TOYHOCTH, HAPACTAHUE YPOBHA CBIBOPOTOYHOTO Kpea-
tuanHa A0 158 Mrmoas/A, AAL — a0 691 U/1, deppu-
THHA — AO 722 MKT/A.

Ha 25 acup Ooaesun (16 AcHD rocrinTaAn3arium)
KOHCTATHPOBAHA CMEPTb.

OGcy>xaeHue

OcobeHHOCTBIO KAMHIYECKOTO cAydasd Nel aBasdercs
HEBPOAOIMYCCKAS CUMIITOMATHKA (OPaHAHOyAApHAs
AVCTOHHSA) B ACOIOTE HOBOI KOPOHABHPYCHOM MH(DEK-
1. ATHIHYHOE TedeHne DOAE3HH XapaKTEPHO AAA
AIOACH CO CHIDKEHHOM PEAKTHBHOCTBIO OPraHH3MA.
OCHOBHEIE CHUMIITOMBI DOAE3HH MOTYT OBITh HEBBIPA-
KEHHBIMU 1 HE COOTBETCTBOBATD e Txectn [2, 3]. [Tpu-
YHHOH MBIIICYHON AMCTOHHU MOKET OBITH HEIIOCPEA-
CTBEHHOE BAHSHUE BHPYCA HA IIEHTPAABHYIO HEPBHYIO
CHCTEMY C pasBHTHEM (PYHKIMOHAABHBIX HAPYIICHUIN
0a3aABHBIX TAHTAUEB, KOTOPBIE KOHTPOAHUPYIOT ABH-
KEHHA U ITOAOKeHne. APyroi NpHYNHON PasBUTHA
OPaHAUOYASIPHON AMCTOHHH Y AAHHOTO OOABHOTO
MOJKET OBITh U TOKCUYECKOE BAMSHUE HA AUMOUKO-
PETHKYAAPHBIH KOMIIAEKC, B TOM 4mucAe 1pu XDBII
[10].

V 3 u3 4 onmCcaHHBIX TAITHEHTOB AUATHOCTHPOBAHO
OIIIT za done XbII, uro coraacyercs ¢ AAHHBIME APY-
IUX aBTOPOB U MOJKET OBITBH OOYCAOBAEHO Kak Hedpo-
TpomHBIM 9P EKTOM BUPYCA, TAK H BEI3BIBACMBIMI KM
LHUPKYAATOPHBIMU HapyIenusamu [4, 7,9, 11].

TeueHune HOBOIT KOPOHABHPYCHOI HH(peKuI/H/I y AL
¢ TII moxer OBITH OAATOIPUATHBIM U HE TPEOOBATDH
rocruTasusanuu B cranuonap [13-16]. Oanako moxa-
32HO, YTO B ODIICH IIOMYASIINE YPOBEHD ACTAABHOCTI
upu COVID — 19 cocrasaser 6-30%, a cpeArr OOABHBIX
¢ TTT - 10-28%. [6, 7, 9, 16]. B mpeacTaBAeHHEBIX HaMH
cAy4anx paTaAbHBIN HCXOA KOHCTATHPOBAH ¥ OAHOTO
U3 9ETHIPEX MAIUEHTOB, y KoTOporo TakeAsit OPAC
Ha (OHE TAKEAOTO TEIECHHA HOBOI KOPOHABHPYCHOM
HHQEKIUH COYETAACA C ITHEBMOIIMCTHON ITHEBMOHHIEN
1 OAKTEPHAABHBIM CEIICHCOM.

CpeAn IPeAHKTOPOB HEOAATOIPHATHOIO HCXOAA
y nanuenTos mocae TII HaspBaroT: BEICOKHE YpOBHU
BOCITAAHTCABHBIX MAPKEPOB H IIPOBOCIAAUTCABHEIX
LUTOKUHOB, PA3BUTHE CHCTEMHOIO MHKPOCOCYAHCTOIO
TpombO03a, BeICOKUIT mHAEKC KomMopOmanocTH, OITI,
TikeAbrit OPAC ¢ MOAHOPraHHOH HEAOCTATOYHOCTBIO,
cerrcuc [6, 15]. V 60apHOTO Ne3 BEIBASANCE BCE IIepe-
YHCAEHHBIE IIPEAUKTOPHI HEOAATOIPUATHOIO HCXOAQ,
HO KOMIIACKCHASl HHTCHCHUBHAS TEPAIIUS II03BOALAA U3~
Oexath PaTaABHOTO HCXOAQ.

Habnionens 13 npakmku

Kak 1 B HaOAIOACHUSAX APYTHX aBTOPOB, BCEM IIPEA-
CTaBACHHBIM HAMI OOABHBIM, HA3HAYAAACh AHTHOAKTE-
puaspHas Tepanus [6, 13, 15]. Dtuorpomnnas Tepamus
COVID-19 y marmmenros ¢ TII o AaHHBIM AnTepa-
TYPBI BKAFOUAET OAOKATOPHI HEHPOAMIHUAA3BI BUPY-
COB IPHIIIIA — OCEABTAMHUBUP, IPOTUBOMAAAPHIHEIE
CPEACTBA — THAPOKCUXAOPOXHUH, aHAAOTH IIyPHHOBBIX
HYKACOZHUAOB — (DABUITHPABHP, OAOKATOPEI CAHAHISA BU-
pyca ¢ kaerkoil — ymudenosup (6, 9, 13, 17]. Oanako
BBIOOp 3THX IIperapaToB y 0oAbHbIX ¢ XBIT AocTaTouno
orparmdeH, a 9P(EKTUBHOCTD IIPH HOBOH KOPOHABH-
pycHoii nadeknun comanTeAbHa. [Ipu Aedernn mpea-
CTABACHHBIX B CTAThEC OOABHBIX B OAHOM CAyYae OBIA
HA3HAYCH KPATKOBPEMEHHBIH Kypc (haBUIIHPABHPOM
(0oabmoOIT Ne 3) Ha AOTOCITHTAABHOM 9TAIIE, HO AAACE OH
OBIA OTMEHEH B CBA3H C YXYALLICHUEM (DYHKIINU TPAHC-
maanTara u camkennem CK® mmke 30 MA B MuH. (a0-
COAFOTHOEC IIPOTHBOIIOKA3AHHUE K HA3HAYCHUIO AAHHOTO
npemapara). GapunupaBup 3aMeHeH HA YMU(EHOBHP
u aAbda nHTEPQEPOH.

PesyApTaTsl pAHAOMHSHPOBAHHOIO HCCACAOBAHII,
nposeacaroro BO3, He BorABrAN 5 HEKTHBHOCTH Ac-
yennd nadexiumn SARS-COV-19 ruapokcnxaopoxu-
HOM, AOIINHABIPOM, PEMACCUBIPOM U HHTEP(HEPOHOM
[10, 15, 17].

B TKeABIX CAy9asx HOBOH KOPOHABUPYCHOM HH-
dexnuu permunuentam TIT pekomeHAyeTca BBeAcHIE
nvmmyHoraobyanna. Ceancsl maasMooOMena n/uau
HH@Y3HH CBEKE3AMOPOKEHHON IIAa3MbI 3D (DEKTUBHEI
IpU PA3BUTUH TPOMOOTHYECKOH MHKPOAHTHOIIATHH
[2, 6, 7]. Takoe AegeHEEe OBIAO IIPOBEACHO OOABHOMY
Ne3.

B macrosee Bpema ner eauroro B3radaa Ha MCT
IIpU HOBOH KOPOHABUPYCHOH HH(EKIIIN ITOCAE TPAHC-
maaHTanuy noukd. [7, 10, 12, 18]. B auteparype Berpe-
9aIOTCA PEKOMCHAAIIMH KaK €€ IIOAHOH OTMCHBL, TaK
U CHIKEHHSA AO3BL, AHOO IIPOAOAMKEHISA Oe3 BCAKHX H3-
menennii. [Ipu sToM peasaraeTcs OTMEHUTD HAH CHH-
3UTBH AO3BI IIPEKAC BCETO OAOKATOPOB KAABIIMHEBPHHA
u/uan muxkodenoaaros. [7, 8, 10, 12, 17].

FDA B anpeae 2020 65140 0AOOpPEHO IIpHMEHEHIE
Toruansymada y 6oapasix COVID-19 ¢ TI1.

[To OTAEABHBIM AHTEPATYPHBIM AAHHBIM AHTATOHH-
cro perrerrropos A 6 moayaman ot 8,6 Ao 13% perm-
nuentos TII ¢ HOBOIT KOpoHaBUpPyCHON HHMEKITHEH
[7, 8], X011l aBTOPBI YTOUHAIOT, YTO ITOKA3AHHA K ITUM
mperrapatam nveAn 50% marenTos. B mammix madaro-
AEHUSAX aHTATOHHCTHI perierrtopoB VA 6 moayuman Bce
4 maruenTa, mpudeM y 3 U3 HUX UMEA MECTO HECOMHCH-
HBIH TTOAOKUTEABHBINH 9(PdeKT.

B orHOIIICHIN TAFOKOKOPTHKOUAOB IIPY HOBOH KO-
POHABUPYCHOI MH(DEKINH CYIIECTBYET OOIIee MHECHIIE
00 UX HEOOXOANMOCTH KaK B IIEAAX HIMMYHOCYIIPECCH,
TAK H AASL IIOAAQBACHISA IIUTOKIHOBOLO Irropma. OAHAKO
CAMHAS TOYKA 3PEHHUA B OTHOIICHUH TAKTHKU UX IIPH-
MCHCHHUS OTCYTCTBYCT. TaK B OAHOH H3 IIyOAMKAIINN
IIOAOBHHA ITAIINEHTOB IIEPEBOAMAACH HA IIAPCHTECPAAD-
HbIE TAFOKOKOPHUKOHUABI, 4 TPETH MAITHEHTaM A032 ObIAQ
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yBeandeHa [6]. B Harmem HaDAIOACHHH BCE ITALIHECHTEI
IIOAYYAAN TAFOKOKOPTHKOHABL, AO3a IX OBIAA YBEAHYCHA
U OHU BBOAHAACH ITAPCHTEPAABHO.

3akaAroueHue

B 3akArodeHmE CAEAYET IOAYEPKHYTD, YTO y BCEX
geTelpex HabAroAaBminxcs HaMmu perumnueHToB TT1
B ycaoBuax COVID-19 usmensasacs 6asucuas VMICT —
OTMEHAAMCH MHKO(EHOAATHI, YBEAUIHBAAACH AO32
IAIOKOKOPTHKOMAOB. Bcem manmenTam HasHavarach
[IATOrCHETHYECKAS TEPAIIHA: T€HHO-HHKEHEpHas Ono-
AOTHYECKAsA TEPAIINSA, HAIIPABACHHAA HA KYIIHPOBAHIE
LIITOKHHOBOTO IrTopma B popmare off-label.

Bo Bcex onmmcaHHBIX CAyUASAX pasrap KOPOHABHPYC-
HOI MH(EKIIIH COIPOBOKAAACA CHIZKEHHEM (DYHKITNI
TPAHCIIAAHTATA U B TPeX cAydasx passusaroch OIIIT
ma oue XbII, nmesmrericst k AeOIOTY HOBOH KOPOHA-
BHPYCHON HH(EKITHH.

Bknap, aBTopoB:

I'I. lpomosa, H.B. X6aHoea, O.B. MbsHkiHa 1 coasr.

VuuTeiBasg TAKECTh KAMHHYCCKAX IPOABACHHH
COVID-19-uadeknnn, oOIIIPHOCTD TOPaKEHN Ae-
TOYHOH TKAHH, AOKA3aHHOE CHIKEHHE Ha 9TOM poHe
(DYHKIIMH TPAaHCIAAHTATA, 2 TAKKE HEOOXOAMMOCTD
HA3HAYEHNSA ITATOTCHETHYECKON TEPAIIIH B PAAE CAY-
qaeB B popmare off-label, Mpr moaaraem meaecooOpas-
HBIMHI Pa3pabOTKy U YTBEPKACHUE YCTKHX AATOPHTMOB
BEACHHA U MAPIIPYTH3AINH HOBOI KOPOHABHPYCHOM
nH@EKIUH (1 BO3MOKHO APYTHX TKEABIX HH(EKIIHNT
C IOPAKEHHIEM ACTKHX) AAl PELIUIINEHTOB TPAHCIIAAH-
THPOBAHHBIX OPTAHOB U CIIEIMAABHO AAAOTEHHOM
IIOYKH. Y CITeX AeYEHNA HOBOH KOPOHABHPYCHOH HH-
pexnun y penunmueHToB AOHOPCKOM IIOYKH B OIHU-
CAHHBIX HAMH CAY4YaAX BO MHOIOM 3aBHCEA OT Op-
raHU3AINN OKA3AHHA UM ITOMOIIH, MCITOAB30BAHUA
BO3MOKHOCTEH TEACMEAMIIMHBI M KOHCYABTHPOBA-
HUA HAIMEHTOB BEAYIIHMMH CIEINHAAMCTAMU OKpyra
U CTPAHEBI, B TAK/&KE BO3MOKHOCTBIO OOMEHA OIIBITOM
OHAAIH.
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OmnyoAnkoBanHaas B 91oM HOMepe crathd A.b. 3yapkapraesa u coaBt. «Ppaknus BHIOPOCA AEBOTO KEAYAOUKA:
CBA3D C PUCKOM CMEPTH H YaCTOTOI AUCDYHKIINHI aPTEPHOBEHO3HOM (DUCTYABI (CPEAHECPOYHBIE PE3YABTATEI)» 1O~
CBAIIIEHA OYEHb BA/KHOI IIPOOAEME KAPAMOPEHAABHBIX B3AUMOACHCTBHIA: B3ANMHOMY BAUAHHIO APTEPHOBEHO3HOM
ductyrsr (AB®) i mCXOAHOTO KAPAMOAOIMYECKOIO CTATyCA HMAI[HEHTOB, HAYMHAIOIINX ACUYEHUE ITPOrPAMMHBIM
remoAmarusom. [Toaemuka o «kapanorokcmanoctiy AB®, kak cripaBeAAMBO OTMEUAOT aBTOPEL, BEACTCA HE OAHO
AECATHAETHE, TO OCAaOeBad, TO BHOBb Habupad 00opoTel. CpeAn IMpaKkTUKYIONIHX He(DPOAOIOB U XHPYPIOB, 3a-
HEMAIOIIIXCA BOIIPOCAMH COCYAUCTOIO AOCTYII4, OTHOIIEHHE K (hopmupoBarnio AB® y marpmeHToB ¢ KapAHaAb-
HOI ITATOAOTHEH BAPBUPYET OT HOAHOIO UTHOPHUPOBAHUSA MOTEHIINAABHOIO OTPUIIATEABHOTO BAUAHUA (DHCTYABI
Ha CEPAIIE AO HPPAIIHOHAABHOTO CTPAXa ITEPEA pPasBUTHEM BO3MOKHBIX ABP-00yCAOBACHHBIX OCAOKHEHNII.

CrpemAeHHE aBTOPOB CTPYKTYPUPOBATD 3TH IIPEACTABACHHA OoAce UeM IOHATHO. B mpeacraBaenHoll paboTe
IIPOBEAEH aHAAM3 CBA3H (ppaknuu BeOpoca Aeoro xeayaouka (PBAZK), onpeaeasemoii mepea dopmuposa-
nuem AB®D, ¢ gacToToll HeKEAATEABHBIX CEPACIHO-COCYAMCTBIX COOBITHI 1 YACTOTOH CMEPTH OT BCEX IIPHYHH,
a TakKe — ¢ yactoToi Aucdynkimit AB®. Coraacno mOAyUeHHBIM B HCCAEAOBAHUH pe3yAbTaTam, Huskas PBAK
HE aCCOIMHIPOBAHA C YBEAUUYEHIEM PHCKA CMEPTH U Pa3BUTHEM CEPACIHO-COCYAUCTBIX HEKEAATEABHBIX ABACHHI,
HO aCCOIMUPOBAHA C YBEAUIEHIEM YACTOTE AUCYHKITHN COCYAHCTOTO AOCTYITA. B 0OCyKACHNN PE3YABTATOB HC-
CAEAOBAHHA CPOPMYAHPOBAHO MHEHHE aBTOPOB, YTO «CAEAYET BOACPAKATHCA OT HCIIOAB3OBAHUA YETKOTO U OE3-
e AAAITIIOHHOTO AOMUHHpYOIIero npuaiuia «popmuposanie AB® y marmenTtos ¢ auskoiit @B nporusomoka-
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3aHo». FIMeHHO 3TO MHEHHE, ITPUBAEKATEABHOE OOMAHYHBOM IIPOCTOTOMN PEIIEHNU, IIOOYAUAO PEAAKITHIO KYPHAAA
Hedpoaorns u Amasus mpoKOMMEHTIPOBATH 9Ty IYOAHKAIIMIO 1 IIPEAAOKUTH BHUMAHUIO YBAKACMBIX UHTATCACH
U aBTOPOB CTATBU B3TAfAA KAPAHOAOIA HA OOCYKAAEMYIO B CTATBE IIPOOAEMY.

[Tpexae Bcero HEOOXOAUMO OTMETHTD, UTO 00ur Dx0-KI' mapamerp, Kakum ObI BazKHBIM OH HI OBIA, HE MOZKET
OBITH OIPEACASFONTHM B BEIOOpe Anaansnoro Aoctyrma. PBAJK aBasercs aaneko He EAMHCTBEHHOM A€TEPMIHAH-
TOH IIPOTHO3a CEPACIHON HEAOCTATOYHOCTH Y IAIUEHTOB C IPOABUHYTHIME cTaauamu XBI1. B nmpeaanasnsneri
neproA PBAJK moasepraercs 3HAUNTEABHBIM KOACOAHNAM M HAIPAMYIO 3aBUCHT OT TEKYIIEI'O BOAEMHYIECKOTO
cTaTyca, OCOOEHHO IPH HAAMYUH paHee C(hOPMUPOBAHHON CHCTOAMYECKOH AMC(YHKIIMHE ACBOTO KEAYAOUKA.
Tem He MeHee, IOCKOABKY B IpeAsaraemoil aBropamu Moaearr PBAK — kAroueBoil n3y4aeMbIil IIOKA3ATEAD, MBI
IIOT'OBOPHM MMEHHO O HEM.

B xomrekcre BIOOpa BHAQ COCYAHCTOTO AOCTYIIA IteAecooOpasHo pasaesctne PBAIK ma: @B menee 30% (3maun-
teAbHO cHinkeHHas), DB 30-39% (camxennasn), @B 40-49% (mpomexyrounas), B =50% (coxpanennas). Caeayer
OTMETHUTB, 4TO B IIyOAnKyeMoi padore maruerTsl ¢ PB menee 30% OTACAPHO HE H3Y9AANCH, OHU BOIIAK B TPYIIITY
narrerTos ¢ OB menee 40%, koTopas HHTErPaAbHO ObIA2 OOO3HAYEHA ABTOPAMU CTATHH KAK IPYIIIA C KHH3KOM
OBAK». ITorsrraeMest paccMOTPETH CHTYAITHIO € YUETOM ITO3UIIMH aBTOPOB IIYOAUKYEMON CTATBH: «CACAYET BO3-
AEPHKATBCA OT HCITOAB30OBAHHSA YETKOTO 1 DE3aIEAAAITHOHHOIO AOMHHUPYIOIIEro mpuHIuira «popmuposarne ABD
y marueHToB ¢ Huskor OB nporusorrokasanoy.

1. ®PBAJK menee 30% — CBHAETEABCTBYET O TAKEAOH CHCTOAMYECKOH AHMC(YHKIINU AEBOTO JKEAVAOUKA, IIPH
KOTOPOU #e enedyen gopmuposantt ABD kak U3 cOOOPaKEHII AAABHEHIIIETO IPOrPECCUPOBAHIUS CEPACIHOI HEAOCTA-
TOYHOCTH, TAK U H3-32 PHCKA PAHHEH AUC(YHKIIN/HECOCTOATEABHOCTH (PHCTYABL B OTCyTCTBIE KAMHIKI IIPAaBO-
KEAYAOUKOBOI HEAOCTATOUHOCTH, B KAYECTBE METOAA 3AMECTHTEABHON ITOUEIHOMN TEPAITNH [IEAECOOOPA3HO pac-
CMOTPETD IEPUTOHEAABHBIH AMaAn3. [ Ipi HeM30eKHOCTH reMOAMAAN3A OIITHMAABHOMN CTPATErHei IIPEACTABAACTCS
nmvnaanTanud THBK, moaAbop aaexsaTnoit AnmaansHoii mporpammsl n anHammaeckoe Oxo-KI' Habaroaerne. B psaae
cAy4acB 9(h(PEKTHBHOE YIIPaBACHHE OObEMAME 1/ HAU YCIICIIHOE ACUCHIE KAPAHAABHOI IIATOAOIUH MOIYT IPUBECTH
K VAYUIIIEHHIO CHCTOAMYECKOM (DYHKIIMH AE€BOTO KEAYAOUKA M KOHBEPCHU COCYAHCTOrO Aoctyra Ha AB®. Takmum
obpasom, aame PBAIK menee 30% ne ABAsETCA OKOHYATEABHBIM ITPUTOBOPOM, 3aITPEIIAIOIINM (DOPMUpPOBAHIIE
AB®, a TLIBK moKeT BBICTYIIATD B POAH MOCTA K OITHMAABHOMY COCYAHCTOMY AOCTyILy. CIIPaBEAAHBOCTH PaAl
CAGAYET 3AMETHTb, ITO IIOAODHBIH crieHapuii y maruenTos ¢ ncxoanoir PBAJK menee 30% Berpeuaercs neuacro.

2. ®BAK 30-39% — BosmoxuOCTs popmupoBarna ABD A0AKHA OIIPEACAATHCA HHAUBUAYAABHO B KaKAOM
KOHKPETHOM cAy4ae. [ToAuepkHeM, 4TO BEKTOP aHAAN32 KAPAHOAOTHYECKOTO cratyca y marmeHToB ¢ «PBAJK Goace
30%, zo menee 40%0» HAIIPABACH HCKAIOYUTECABHO Ha 803MOK#HOIb opmuposarin ABD, ocHOBHAA ITeAb — H30EKATH
TLIBK B KauecTBe mocrosuHOro cocyancroro Aoctyma. Hanboaee BazkHbIe BOIIPOCHI, KOTOPBIE AOAMKEH 32AaTh cebe
KAPAHOAOT IIPU OLICHKE TAKOTO IarueHTa: i) He sBasercs au cHrmkenune PBAJK caeactsuem rumepsoaemun? ii) ecrs
AML Y TTAIINEHTA ACTOYHAS TUIIEPTEH3HA, KAKOB €€ XapakTep (BEHO3HAA HAU apTEPHAAbHASA), YCTAHOBAEHA AU €€ IIPHU-
YHHA, €CTh AU PECYPC AAS MEAMKAMEHTO3HOTO/ XUPYPIUUECKOIO ACICHUSA? 1ii) KAKOBA THKECTh AMACTOAMYECKOI
AUCYHKITHI ACBOIO JKEAYAOUKA H KAKOBA €€ IIPUYHHAP 1iil) €CTh AN y ITAIIMEHTA COIYTCTBYIOIIAS CHCTOANYECKASL

ux xupyprudeckoe Aedenue? M Mmuoroe-muoroe Apyroe. Kpaiine BazKHbIM ABAACTCA B 9TOH CHTYAIlMH MHEHHE CO-
CYAHCTOTO XHPYPIa O BO3MOKHOCTH (DOPMUPOBAHHA AUCTAABHOIH («HH3KOIOTOKOBOI») AB®, obecrieunBaromnieit
AOIIYCTHMBIE ITOKA3aTEAH KAPAHO(UCTYABHOH PEnUpKyAAInn y KoHKpeTHoro marmenta ¢ «PBAZK 6oaee 30%,
no meree 40%». Dra rpyIima camas CAOKHAA U TPEOYET HEPCOHAAMBHPOBAHHOIO IOAXOAA. «Y CPEAHUTDY TAKOTO
IIAIMEHTAa HA OCHOBAHUHU aHAAHM32 AFOOOTO EAMHCTBEHHOIO ITOKA32TEAS, BRIPBAHHOTO U3 CAOKHOIO KAMHIYECKOTO
KOHTEKCTA, HEBO3MOZKHO.

3. DBAK 40-49% (mpomexyrounas), B =50% (coxpanenHas) — ¢ BBICOKOI AOAEH BEPOATHOCTH ITAITUCHTY
Moo popmuposams ABD. IToageprueM, ITO MBI OOCYKAAEM AUIIb BEPOATHOCTD. B peaAbHON KAMHHYIECKON
IIPAKTHKE HMAIIHEHTHI C IPOMEKYTOUHOI mAn coxpanennoin PBAJK moryr morpeboBath HHAMBHAYAABHOIO ITOA-
X0AQ, U KAMHHIYECKas IIPAKTHKA IIIEAPO «AAPHT» TIOAOOHBIE cuTyarn. Harrpumep, mopakeHme cepAlia y MaIHeHTOB
C CHCTEMHBIMIE 3a00ACBAHIAME Ha POHE COXPAHHOH CUCTOAUYECKOI (DYHKIINU ACBOTO JKEAYAOUKA MOKET COIIPOBO-
KAATBCA (POPMUPOBAHNEM TEMOAMHAMUYECKN 3HAYMMBIX KAAITAHHBIX ITOPOKOB (BCAEACTBHE SHAOKApAUTa Anbmana-
Cakca) 1/HAN ACTOYHON IMIIEPTEH3HEH (BCACACTBHE TEMOANHAMUYECKON 3HAYMMOCTH 9THX IIOPOKOB HAU HHTEP-
CTHIIMAABHOTIO IOPAKEHNA ACTKHIX M BackyAonatun). [lanmenTer ¢ caMOCTOATEABHOMN, KAMHIYIECKH OYEPYEHHOM,
LIPABOKEAYAOUYKOBON HEAOCTATOYHOCTHIO AFODOTO ICHE3a HA OIIPEACACHHOM 3TAIIC HMEIOT IIPOMEKYTOUHBLE/ CO-
xpannble Tokasarean PBAIK, Ho GyayT oOpedeHbI Ha yCKOPEHHYIO ACKOMIIEHCAITHIO CEPACUYHON HEAOCTATOYHOCTH
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B caygae popmuposarng ABD. Borpoc o BEIOOpe cOCyAHCTOro AOCTYIIA MOKET CTOATH Y IAIIMEHTOB CO CTATYCOM
BBICOKOTO CEPACYHOTO BEIOPOCA BCAEACTBHE PEHAABHOM (MAHM MHOM) TAKEAOH aHEMHU, MOPOHMAHOTO OKUPEHIA
HAH COIYTCTBYyIOMIEro ManndecrHoro tupeorokcukosa. Popmuposanne ABP y takux marueHToB CymecTBEHHO
YCHAHT HeraTuBHbIE reMoAnHamirdeckue apdextsr ABD. 11 maoroe-muoroe Apyroe.

Bosspartascs k mpeacTaBAcHHOM pabote: koAamdectBo maruerTos ¢ PBAIK menee 40% B BetGopke cocTaBrAO
Bcero 14 geaosek (Menee 1,5% or 962 BKAIOUEHHBIX B HCCACAOBAHUE), IIPHYEM KOAMYECTBO IIAIIHECHTOB CO 3Ha-
ugnreAapHO cHIkeHHON PBAJK (Menee 30%) ocraroch HensBeCTHEIM. A IMEHHO Y 9THX IIAIIUEHTOB BoIOOp AB®D
B KA4ECTBE COCYAUCTOrO AOCTYIIA HELIEAECOOOPA3EH € TOYKU 3PEHHA KAPAHOAOIHIECKOro IIporHosa. Kpome toro,
HECMOTPS HA APIYMEHTBI CTATHCTUYECKOIO XaPaKTepa, SKCTPAIOAAIUSA PE3YABTATOB, OCHOBAHHBIX HA AHAAU3E CYABOBI
14 geAoBeK Ha BCIO IIOLYASAIIIO IAIIUEHTOB, OKHAAFOIIHX (DOPMUPOBAHIA COCYAUCTOIO AOCTYIIA, IIPEACTABAACTCH
CIIOPHOIL.

[Mocaearne 10 aet paboTel B KAPAMOHE(DPOAOTHH 3aCTABUAH ABTOPA KOMMEHTAPHSA IIPOHTH IIyTh OT HETATHBHOTO
OTHOIICHHA K TEMOAMHAMIYIECKIM ITOCACACTBIAM (byHKImOHUpYyromeii ABD y KapAHOAOTHYECKUX MTAIIHECHTOB
AO TIPHHATHSA KOHIICIIIIIN, KOTOPYIO MOKHO C(DOPMYAHPOBATH IIPOCTON (hpasoil: «M3 ABYX 30A BCETAA CTApanicsaA
BeIOpaTs ABD».
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VBamaemas peAakiius!

Mar ¢ mHTEpECOM 03HAKOMHANCH €O crathert A A AoAnase n coaBropos «Bropuansii rumeprapatnpeos. Crerr-
nduKa, CAOKHOCTH, 0OCOOEHHOCTH AeueHus (0030p Aureparypsr). Yacts II — xupyprudeckoe Aederne.». ABropamu
IIPEATIPHHATA ITOTIBITKA CYMMHPOBATH COBPEMEHHBIE IIPEACTABACHUA O XHPYPIHIECCKON KOPPEKITHMH BTOPUIHOTO
runeprapatupeosa (BITIT) y manmenTos ¢ xporndeckoii 6oaesunio rouek (XBIT). OAHako pAA yTBepKACHHI,
IIPUBEACHHBIX B CTAThE, IPEACTABAACTCA HAM CITOPHBIM M HE MOAKPEITACHHBIM HI HAYYHBIMHI AAHHBIMH, HU I1O-
CAEAOBATEABHOU AOTHUKOM.

Vike BO BBEACHHH K CTATbE YUTATEAb OKA3BIBACTCA HEBOABHO BBCACH B 3a0AYKACHHE OTHOCHTEABHO PACIIPO-
crparernocta BITIT u ero Tmkeasx (popm. ABTOPHI CUHUTAIOT, YTO «OLEHUBATH pacrpocTpaneHuocTs BITIT
TPYAHOY, 4 «CY/KACHHE O PACIIPOCTPAHEHHOCTH DAZHPYETCA HA AAHHBIX AOKAABHBIX AHAAUSHEIX IIEHTPOBY. C oTHM
CAOKHO COTAACHTBCA, YIUTHIBAA HAAMYHE MHOTOYHCACHHBIX IIyOAMKanuil B pamkax mpoekra DOPPS Program —
MEKAYHAPOAHOTO PETHCTPa, BKATogaromero Aanusie boace gem 120000 marmenTos ¢ XBIT us 6oaee gem 20 crpan
Mupa. XOpoIro usydeHa He TOAbKO pacripoctpanenHocts BITIT y mannenToB, HOAYYAFOIIIX ITOAACPKHBAFOIIIII
remoAmaAns [1], Ho n n3mMeHeHMeE e€ ¢ TeYeHneM BpeMeHH [2], 0COOEHHOCTH B PA3ANYHBIX CTPAaHAX, BKAIOYaA Poc-
curo [3-6], a takke pacupocrpanenaocts BITIT ma sooamasususix craauax XBIT [7]. Hamu taxoke Obraa mpoBeaeHa
AeraapHas orieHka pacrpoctpanennocta BITIT B 6oapimoit koropre marmentos CeBepo-3araanoro pernona PO,
maxopsmmuxcst Ha 3[1T remoamasnsom (n1=1594), B rreaom, Oanskas k serBoaam DOPPS [8].

TPyAHO COrAACHTBCA 1 CO CACAVIOIIHM AAAEE YTBEP/KACHIEM O TOM, YTO C BBEACHHEM B APCEHAA TEPAIICBTH-
YECKUX BOSMOKHOCTEH IIPEHAPATOB IPYIIIB KAABIIMMIMETHKOB IIOTPEOHOCTD B XUpypradeckom Aedennu BITIT
«CYLIECTBEHHO CHH3HAACHY. ACHCTBHTEABHO, B IICPBBIC TPH-YETEIPE FOAA AOCTYIIHOCTH KOMMEPUECKOIO IIHHAKAAD-
I[eTa KOAUYECTBO BBIIIOAHAEMBIX €KETOAHO rapatupeonpdkromuii (ITTD) yMeHbITHAOCH — OYEBHAHO, Ha BOAHE
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aiichopuu OT MOABAEHUA HOBOTO AeHiCTBEHHOTO Ipemapara. OAHAKO ke AOBOABHO CKOPO KAABITIMUIMETHKH 3AHAAH
CBOIO OYEPYEHHYIO HUIIY B AedeHrn 00AbHBIX ¢ BITIT, a wactora Beimoanerns [TTD 1o aaHHbIM aHaAn3a perncrpa
USRDS He TOABKO BOCCTAHOBHAACH AO HCXOAHOH [9], HO 1 Bo3spocaa B 3,5 pasa B epuoa ¢ 2006 o 2016 roa: ¢ 2,9
A0 9,8 cayuaes ma 10000 marmmenrto-aer [10].

B ornorrennm nokasanmii k orreparusHoMy Aeuenmro BITIT xouercs oTMeTHTs, 9TO B TEKCTE IIPOIUMTHPOBAHHEIX
asTopamu Kannmaecknx npakrudeckux pexkomenpaarmii KDIGO nmo MKH-XbBIT ma camom Aeae He coaepxnTcs
HHUKAKIX KOHKPETHBIX YPOBHEH ITAPATUPEOHAHOIO TOPMOHA, HA KOTOPbIE KAUHULIACT AOAKECH OPUEHTHPOBATHCH AAL
npuusatus perrenns o [1TD. BaumaTteApHbIil duTaTeAb OOHAPYKUT, 9TO IOAOKeHIE 4.2.5 Pexomenaariuii He mpe-
teprrero namerenuit ¢ 2009 roaa, n chopmyAanpoBano caeayronum odopasom: «ln patients with CKD G3a—G5D
with severe hyperparathyroidism (HPT) who fail to respond to medical or pharmacological therapy, we suggest parathyroidectonry
(2B).» («MblI mpeararaem BBIITOAHATH mapaTupeonaskromuro marpenTaM ¢ XbIT C3a-C5A ¢ taxeasv BIII'T, ve ot-
BEYAFOIIIUM Ha MEAMKAMEHTO3HYIO Teparmion) [11]. DTo mpeAcTaBAsieTca HaM BECbMA BAKHBIM, IIOCKOABKY AAAEKO
HE KOKAYIO KAMHHYECKYIO CHTYAIINIO BO3MOKHO AKKYPATHO YAOKHTH B IIOAOKEHHUA KAMHITIECKIX PEKOMEHAALIHI,
U OHH AOAKHBI CKOpee 0003HAYATh BEKTOP MBICAU AASl KAMHHUIIACTA, IPHBOAA HAYIHOE OOOCHOBAHIE HMEFOIITIMCA
METOAAM, HEKEAH UMIIEPATUBHO AUKTOBATD YCAOBHSA UX IIPHMEHCHHA.

B pesrome crarthur aBTOPHI YKA3BIBAIOT, YTO UMH IIPOBEACH aHAAU3 UYBCTBUTEABHOCTH U CIEIUMDIIHOCTH Pa3-
AMYHBIX METOAOB IIPEAOIIEPAITMOHHON TOIIYECKOH AHATHOCTHKH OKOAOIINTOBHAHBIX #KeAe3. CAEAYeT OTMETHTb,
OAHAKO, ITO B CTATBE HE IIPHBOAUTCA CPABHUTEABHOIO AHAAN3A KAK TAKOBOTO, YKA3BIBAIOTCS AHIITH TOUCUHBIE OLICHKI
rokasarteAei (ayscrBurteAbHoCTH (Se) n crermduanoctu (Sp)) 6e3 yKa3aHHA X AOBEPUTEABHBIX HHTEPBAAOB HAH
MHBIX MEP, XaPAKTEPU3YIOIINX H3MEHINBOCTD IIPU3HAKOB B BRIOOPKE MAH IIEACBOM HOIYASIHN. PesyAbTaTom mmpo-
BEACHHOTIO aHAAM34 IYBCTBHTEABHOCTH ABAAIOTCA CIECIIMAABHBIE METPUKH (HAITPHIMED, PA3HHUIIA OIIEHOK C YKa3aHHEM
95%AI), mpocToe cpaBHEHME, OCHOBAHHOE HA INUPHHE AOBEPHUTEABHEIX HHTEPBAAOB HATUBHBIX OIICHOK, HAH
CpaBHEHUE HA OCHOBE z-11peoOpasosanus [12]. B macTosrem Buae cratbu, TakuM 0Opa3oM, HEAB3S IIPU3HATH, ITO
OHA COACPIKUT "CPABHUTEABHBII aHAAUS", 3TO AHIIIb IIOBECTBOBATEABHBIN 0030p AMTEpaTyphl (narrative literature
review) Oe3 IPETEH3UN HA OOBEKTHBHOCTB.

Tem He MeHee, BEIBOA 9TOIO PasA€Ad 0030pa OTHOCHTEABHO IIPEAITIOYTHTEABHOIO 00BEMA OOCACAOBAHIS AAL
tormgeckoit Anarnoctukn OIIZK mpeacraBaserca Ham He BIOAHE KOPPEKTHBIM. ABTOPHI IIUTHPYIOT PabOTy
Hiramitsu u coasr., B KOTOPOH Kak pa3 IIPEACTABACH AHAAU3 YyBCTBHTEABHOCTH M CHEIH(DUIHOCTH PA3ANIHBIX
AMATHOCTHYECKIX METOAOB U UX COYECTAHHH AAS TOIIMYECCKOH AUATHOCTHKH HOPMAABHO PACIIOAOKEHHBIX U 9KTO-
maecknx OITDK [13]. Ormernm, uto pasamdmsa B Amarnoctudeckoi Tounoctu coderannii V3U + KT (accuracy
73%) vs Y3W + KT + cuuarurpadus (accuracy 75,1%) aad tumrano pacmoaosxkernasx OIIZK xorsa n oocturaror
CTATUCTHYECKON 3HAYNMOCTHU, OAHAKO, C KAMHHYCCKOM TOYKH 3PEHHA HE IIPEACTABAAIOTCS CYIIECTBEHHBIMI. AAd
akrorgeckn pacrioroxeHHbx OLZK pasandmii MezKAy cogeTaHnAMI 3THX METOAOB He BBIABACHO. Takum oOpasom,
PYKOBOACTBYACH IIPHUHITUIIOM MUHIMAABHO HEOOXOAUMOTO 1 AOCTATOYHOIO 0OBEMA OOCACAOBAHIA, AASL PYTHHHOM
pakTuKe 1eaecoobpasuo npumererne coderanud Y3 u KT OLLIK, Ho He Bcex Tpex METOAOB.

HawnGoasmie omaceHns BEI3BIBAIOT Y HAC BEIBOABL ABTOPOB, KACAIOIINEC OO'bEMA OIIEPATHBHOIO ACICHUSA IIPU
BITIT. I'lo mamemy rayOoOKoMy YOEKACHHIO, OIEPALHS B 00BEME TOTAABHOH IAPATUPCOUAIKTOMUN OE3 BEIIIOA-
nenud ayrorpancraanTarun tTkaan OIIZK — 3aBeaoMo kasedarnas oneparius, 1 He AOAKHA OBITh PEKOMEHAOBAHA
K BBITOAHEHHIO ranuentaM ¢ XBbI1 BHe 3aBucHMOCTH OT CTaTyca HX IPEOBIBAHUSA B AUCTE OKHAAHISA TPAHCIIAAHTA-
nuu modukd. Lleapro xupyprudeckoit (paBHO Kak 1 MeankameHTO3HOMN) koppexruu BITIT mpekae Beero sagercs
IIpeAOTBpaIiieHne (PaTAABHBIX H HHBAAHAUZHPYIOIIHX OCAOKHEHHI (CEPACIHO-COCYAUCTBIX COOBITHIL, IEPEAOMOB,
cMeprH). Bmecre ¢ Tem, Bemoanenne ToraabHOM [TTO Aaie ¢ ayToTpaHCIIAAHTAIIENH ACCOIMIPOBAHO C PA3BHTHEM
HH3KOOOMEHHOI DOAE3HH KOCTH H IIPOIPECCHPOBAHIEM COCYAUCTON Kaabruduxanuu [14]. BeposTHo, aad marmenTa
C HEBBICOKOH OKHAAEMOH IIPOAOAKHUTEABHOCTDIO KU3HH ToTaAbHAs [TTD Oe3 ayrorpanciiranTanum He HECET AO-
IIOAHUTEABHBIX PHCKOB, OAHAKO aBTOPBI IIPEAAATAIOT BEIIOAHATH AAHHOE BMEIIATEABCTBO IIAIHEHTAM «C OOAce
BBICOKOH OKHAAEMOI IIPOAOAKUTEABHOCTBIO HKUSHID, ITO IPOTHBOPEIUT 3APABOMY CMBICAY — BEAD IMEHHO Y TAKUX
OOABHBIX HAMOOAEE BEICOKA BEPOATHOCTD AOKUTHUA AO BBIPAKEHHOIN COCYAHCTON KaABIIM(DHUKAIIIH H BHI3BIBAEMBIX
€0 CEPAEUHO-COCYAHCTBIX IIPOOAEM, A TAKKE AANHAMUYECKOH DOAE3HI KOCTH.

Xodgercs TakKe OTMETHTD, YTO BHIOOP 00BEMA OIIEPATUBHOIO BMEIIIATEABCTBA AKTYAABHBIMU POCCHICKIMU
KAnuuaeckiMu peKOMEHAALIAME HE CAYIARHO IIPEAOCTABAACTCSA OLIEPUPYIOILIEMY XHPYPIY, U 3a9ACTYIO PEILICHUE
[IPUHUMACTCSA HHTPAOIIEPALIIOHHO, «HA CTOACY. BO Beex cAygasx, KOraa 570 BO3MOMKHO, SHAOKPUHHBIN XUPYPI CTpe-
MUTCA K BBITOAHEHHIO cyOTOTaABHON ITTD ¢ OcTaBACHMEM YacTH HanMeHee H3MEHEHHOM THIIEPITAA3HPOBAHHOM
OLLIK. Oanako anddepeHIIIpoBaTh IHIIEPIIAA3HIO / 4ACHOMY AO OIIEpPAllUH, KAK CIIPABEAAHBO OBIAO OTMEYCHO
ABTOPAMI, HCBO3MOKHO. AOIIOAHHTEABHYIO CAOKHOCTD CO3AACT IIO3AHEE HAIIPABACHHC IIAIIHCHTOB Ha OIICPATHBHOC
A€YEHIIE — OYCHb YaCTON ABAACTCA CUTYAIMA HAANYNSA YeThIpex aacHOMaTo3HO m3MeHeHHbx OIIK y manmenTos
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¢ AAETEABHO TekynuM TskeAbM BITIT, aro He AaeT Xupypry BO3MOKHOCTH BEIIOAHHTD cyoTOTaAbHYIO [TTD. Tax,
n3 6oaee uem 1800 orrepatuBHbIX BMerTaTeAbCTB IarmenTam ¢ XbIT C5, BEIITOAHEHHBIX B OTAGACHHIN 3HAOKPHHHOI
xupypran Kananken BMT uv. H.M. TTuporosa CIT6IY ¢ 2009 r o macrosiee Bpems, CITTD cocraBaser Aumb
OKOAO TpeTn cAydaes. [105TOMy aKIIeHT CAGAYeT cAeAaTh Ha ODOAee paHHEE HAPABACHHE ITAIHMEHTOB C TAKEABIM
BI'TIT ma xupyprudeckoe AC4eHUE, HEKEAN Ha ITOIBITKY AATOPHTMU3HPOBATH BEIOOP 0ObEMA OLIEPATHBHOTO BME-
mrateAbcTBa. [ToMumo mpouero, csoeBpemennoe BoemoArerue I1TD mo3BoASeT CHU3NTD TAKECTH MPOABACHHI
ITOCAEOTIEPAITMOHHOTO CHHAPOMA «TOAOAHOM KOCTI», YaCTOTA Pa3BUTHA KOTOPOTO AoCTHraeT 76% B pocchiicKoi
ronyAfnuy marueHTos |15, 10].

CAeAyeT TakKe yINTHIBATH TOT (PAKT, YTO KOAHMIECTBO IMOCACOIIEPAITOHHEIX OCAOKHEHUH IIPAMO IIPOITOPITH-
OHAABHO OOBEMY XHPYPIHIECCKOTO BMEIIATEABCTBA. TaK, IIPH BHITOAHEHNH CYOTOTAABHON PE3EKITHMH OKOAOIITHTO-
BHAHBIX 7KEAE3 CITEIN(DITIECKIE OCAOKHEHHA (OAHOCTOPOHHUI ITAPE3 MBIIIIIT TOPTAHH) BCTPEYAFOTCA PEKE, YEM IIPH
TOTAABHOI HAPATHPEOHAIKTOMHH C ayToTpaHcrAarTanueil: 2,7% u 8,1% coorsercrserno [17]. I1pu stom wacToTa
HIEPCHCTUPYFOIIETO TEYEHNS TUIIEPIIAPATHPEO3a AOCTOBEPHO HE PA3AHMYAETCSA ITPH BHIIOAHEHHH AFOOOTO BHAA Ol1e-
parusHoro BmernateAbctsa [17]. [Tpu pertmanse BITIT mocae cyOTOTAABHOI PE3EKIINU OKOAOIIUTOBIAHBIX KEAE3
KOAMYECTBO HOCACOIIEPAIIIOHHBIX OCAOKHEHHI IIPH MOBTOPHOM OIEPAIIMN B CAYYAe BHITOAHEHHSA €€ OIIBITHBIM
XHPYProM AOCTOBEPHO HE OTAMYAETCA OT YACTOTHI OCAOKHEHME IIPH IIepBUYHOI onepanu. [Tpu permause B ay-
TOTPAHCIIAAHTATE IIPEAIIACYBA CHEIN(PIIECKNX OCAOKHEHHI HeT BOOOINE. BeE BRIIIEIIEpeInCACHHOE TAKAKE CTABUT
IIOA COMHEHIE HAAMYHNE ITOTCHITMAABHBIX (IPEUMYIIECTBY BEIIIOAHEHNSA TOTaARHOM [1TD Oe3 ayroTpaHcIaanTammm.

Takum 0O6pazom, MBI HE MOKEM COTAACHUTHCA C YIBEPKACHHEM O TOM, ITO «BOIIPOC O BEIOOpE 0OBbEMA OIIEpa-
nuu y 0oapHbix ¢ BITIT Bce emme He nmeer eAMHOTO perneHusmy. BeposATHO, 9TO pEIIeHIe COCTOUT B TOM, YTO
000CHOBAaHHBIN BBIOOP MeKAY cyOToTasbHON [1TD 1 Toraspmon [TTD ¢ ayroTpaHcIIAaHTANIIEH OCYIIECTBAACTCA
110 XUPYPIUYECKUM KPUTEPHAM, 4 ToTaAbHas [T AOIyCTHMA TOABKO B CAYYIAsAX OIPAHHYCHHON OKUAACMOMH IIPO-
AOAKUTEABHOCTH JKU3HIL.
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MeMbpaHO-aTaKyOLMIA KOMMIEKC KOMMIEMEHTA

Y NALMEHTOK C NPe3KNamncuen

M.B. AnekceeBa’ (alekseeva.mari.vi@yandex.ru), H.J1. Kosnosckasa'2, K.A. flembsaHoBa’.2, [1.B. ABBOHNH3

1 Kachegpa BHyTpeHHMX 60sie3HeN ¢ KYypCcoM KapAUOJIoruu N QoY HKLMOHaNbHOW ANarHOCTUKY UM. aKagZeMuKa
B.C. Mouceesa. ®FAOY BO Poccuiickunii yHuBepcuret gpyx6sl Haposgos, 117198, Mocksa, yn. Muknyxo-Maknas,

A. 6 MockBa, Poccus

2 IbY3r. Mocksel TKb um. A.K. EpamuiuanyeBa, 129327, Jlenckas ynuya, 15/1, Mocksa, Poccus
3 UHctutyT 6Guonornn passutus um. H.K. KonbsLjoBa, naboparopus couanonornu peLentopos U CUrHaIbHbIX CUCTEM,

129085, ynuya Basunosa, 25/1, Mocksa, Poccus

Membrane attack complex of complement in patients with preeclampsia

M.V. Alekseeva’ (alekseeva.mari.vi@yandex.ru), N.L. Kozlovskaya’? K.A. Demyanova'2, P.V. Avdonin3

1 Department of Internal Diseases with a course of cardiology and functional diagnostics named after academician
V.S. Moiseev. Peoples’ Friendship University of Russia (RUDN University), 6 Miklukho-Maklaya Street, Moscow,

117198, Russian Federation

2 City Clinical Hospital named after A.K. Yeramishantseva, 15/1 Lenskaya Street, Moscow, 129327, Russian Federation

3 Koltzov Institute of Developmental Biology of the Russian Academy of Sciences. Laboratory of Physiology of
Receptors and Signaling Systems, 129085, Vavilova Street, 25/1, Moscow, Russia

Beeaenne. VccaeaoBaHNSA IIOCAGAHUX AET IIO3BO-
AUAHN YCTAHOBUTED CBA3b paszsuTHA rpeskammcrn (110)
C YPE3MEpPHON aKTUBAIIMEH U AUCPEIYASIIHEH KOM-
maeMenTa. OYEBUAHO, YTO H3YUEHHE POAN CHCTEMEI
KOMIIACMEHTA MOKET BHECTH BKAAA B (DOPMUPOBAHHE
ITOTEHIIUAABHBIX TEPAIIEBTHYECKIX CTPATETHH ACICHIA
I1o.

Ieasn. M3yaurts ypoBeHb MEMOPAHO-ATAKYIOIIETO
kommaekca (MAK) komitaemeHTa B CBIBOPOTKE KPOBH

upu passuran 110 y manueHTok ¢ XpoHHYeckon 6oAe3-
upr0 nouck (XbBI1) u B oOrmeit momyasum.
Marepuasrr u MeTOABL B mpocnexrusrOM Ha-
OAFOAATEABHOM HCCACAOBAHUE OIleHEH yposenb MAK
y 46 marmenTok ¢ [19, u3 xoropsix 17 — ¢ ycranoaceH-
HbIM paHee anarHo3oM XDBIT u 29 xenrmn us obreit
HONYAAIINN, HE MMEBIINX OTATOIIEHHOTO COMATHYE-
ckoro axamuesa. Coaepxanne pactsopumoro MAK
OIPEACAAAN METOAOM UMMYHO(EPMEHTHOIO aHAAN3A

Ta6bnuuya
YpoBeHb MAKy nauueHToK c N3 (npn XBIM n B 06weit nonynayum)

MokasaTtenb r:(=B1I'I7 06u4aﬂnn=02n9ynnumn P

MAK obuyee, Me n 4036 [3576-4447] n 3586 [3057-6578] 0,900
PaHHAA M3 (ao 34 Hepn), Me 12 4111 [3431-4854] 13 4512 [3305-6578] 0,514
CBoeBpeMmeHHas I3 (mocne 34 Hep), Me 5 3947 [2790-4314] 16 3300 [2832-6971] 0,869
YmepeHHasn, Me 5 3933 [2467-6537] 1 3202 [2813-4279] 0,692
Taxenasn, Me 12 4139 [3874-4458] 18 4805 [3186-8226] 0,446
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(HycultBiotech, Human Terminal Complement Complex
Elisa Kit, HK328-01).

PesyabraThl. V Bcex manuenTtox ¢ [1D us obenx
rpym yposerb MAK Obia Bbirie pedpepeHCHBIX ITOKa-
sareaeit (Hopma: <2000). CpasHeHHE MEAMAHEI YPOBHA
MAK mexay rpymmamu marumenTok ¢ XbIT u oOrmeit
IIONYAAIINH, 4 TAKKE B IOATPYIIIAX 3THX IAITHEHTOK
C YMEPEHHOMN/ TAKEAOH U paHHE/CBOEBPEMEHHOII
[1D mHe BBIABUAO CTATHCTHYECKH 3HAYUMONI PA3HUIIBI
(TadA.).

OAHAKO B ITOATPYIIIAX OOIIEH IOIYAAIINH IIPH
ymepeHHOH u TxeAon 110 yposuun MAK pasnuancs,
cocrasAssa 3202 [2813-4279] n 4805 [3186-8226] coor-
sercreenHo (p=0,088). Bosmoxuo, 310 00ycAOBACHO
PasBUTHEM Y 6 ITAITUEHTOK B TIOATPYIIITE TaKeAow [ 1D M-
kpoaarnonaTmaeckux ocaoxaeHuil (HELLP-cuaapom
1 U30AUPOBAHHOH TPOMOOTHYIECKON MUKPOAHTHOIATHI
(TMA) Oe3 mpH3HAKOB IIOPAKCHIUA [ICICHH). Y 9THX IIa-
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mueHTok ypoenb MAK Goaee uem B 2 pasa mpesoc-
XOAMA TAKOBOH Y ITAITMEHTOK C APYTHMH ITPU3HAKAMH
TaAxeAoro Tederns [ 10 B oOImenonyASImoHHoI rpyIe:
Me 7856 [3418-16731] vs 3500 [2889-5397], (p=0,0406)
coorBeTcTBeHHO. OTMEYEHA IPAMAs CBA3D MEKAY
yposHeM MAK u Tmxeasm teaenuem [1D (r=0, 323;
p=0,088).

V maruerrok ¢ XbIT yposan MAK mpu ymeperno
u txeAolt 110 He pasamdgasnce, cocraads 3933 [2467-
06537] mpu ymepenno u 4139 [3874-4458] mpu Taae A0l
(p=0,527).

BriBoasr. [Tossimenue yposus MAK B ceiBopotke
KPOBH Y BCex IarmeHTok ¢ [1D nezasucumo o HaAmdns
nan orcyrcersus XBIT cBuaereapctByer 06 akruBarun
CHCTEMBI KOMIIAEMEHTA, YTO, IIO-BHAUMOMY, ITOATBEPIK-
AQeT €€ POAD B PA3BUTHA 9TOTO OCAOKHEHHA., HAYNMO
60ab1mree ossienne MAK HabArOA2AOCE ¥ TAITHEHTOK
c IO, nmerormnx npusnakun TMA.

[NauneHTl ¢ BOAMANM3HBIMM CTAAMSIMM XPOHUYECKON DONE3HNM Novex,
6onb u npuem HIBI: peanbHas knMHuyeckas NpakTmka

A.M. banku3soBa (balkizova.d@mail.ru), A.C. MacHukoBa, A.I1. Pe6pos, E.B. puropsesa
®Irb0OY BO Caparosckuii T'MY um. B.U. Pazymosckoro MuH3sapasa Poccum, Caparos

Patients with predialysis stages of chronic kidney disease, pain and nsaid intake:

real clinical practice

D.M. Balkizova (balkizova.d@mail.ru), A.S. Myasnikova, A.P. Rebrov, E.V. Grigorieva
V.I. Razumovsky State Medical University of the Ministry of Health of Russia, Saratov

AxryaspHOCTE Ipo6AeMbI. Hecreponansie mmpo-
tusopocnasurespuse npenaparsl (HIIBIT) — oarn
n3 HanboAee 3pHEKTUBHBIX U YaCTO ITPUMEHAEMBIX
IIPEIIapaToB AAf Kynuposanus 6oan. Berpegaemocts
OOAH Y TAITHEHTOB C XPOHHYECKOI DOAE3HBIO ITOYEK
(XBIT) cocrasaser ot 40 a0 70%. Oanako mpobaema
6esomacnoctn npumenenus HIIBIT y manmenrtos
¢ XbIT ocBeriena HeAOCTATOYHO, B CBA3U C YEM aAKTY-
aAapHO u3ydenue ocodbennocreit mpuema HIIBIT y aam-
HOI IPYIIIBl OOABHBIX.

IHean paGoTsl. V3yaurs 0COOCHHOCTH IIPUMCHCHISA
HIIBII y marmentos ¢ ooAmasu3HbMu cTaarmsaMu XbIT.

Marepuaasr 1 METOABI HccAeaoBanus. [Iposeaeno
CITAOIIIHOE aHKETUpOBaHHE IanuenTos ¢ XbI1 1-5 cra-
AMH, HE IOAYYAIOIIUX 3AMECTHTEABHYIO ITOYEUHYIO
Tepanuro. Bee manueHTs HAXOAHAUCH HA OOCACAOBA-
HHUF U AeYeHHH B OTAeAcHHH Hedporornu I'V3 «O6-
AACTHAA KAMHIYeCKas OoApHMIa» T. CapaToBa B IEPHOA
¢ bespans 2023 r. mo mapt 2024 r. Beero 00caeA0BaHO
190 marmenTos (91 myxamna — 47,9%, 99 xenrmun —
52,1%), cpeannit Bozpact — 51£17,92 roa. Crpykrypa
HCXOAHON (POPMBI IIATOAOTUH IIOYEK: XPOHHYECKUIN

raomepyaonedpur (XI'H) — 59 (31,1%), caxapmusrit

Anaber U aprepuaAbHad rureprensud — 42 (22,1%),
xpoumdecknii mmesronedpur — 27 (14,2%), noanku-
cros nouek — 9 (4,7%), HIIBIT-medpomatna — 6 (3,2%),
Apyrue npuaussl — 47 (24,7%). Becem marmenTam Obiaa
paccanrana CK® o dopmyae CKD-EPI-2021: XBIT
1 craamnm — 24 (12,6%), 2 craauu — 38 (20%), 3 cra-
aun — 47 (24,7%), 4 craaun — 50 (26,3%), 5 craauu —
31 (16,4%) manment. AHKeTa COAEpKAaAa BOIIPOCH,
kacaroruecs npuema HIIBII, omenuBasacs gacrora,
AAUTEABHOCTD, HCIIOAB3YEMBIE IIPEIAPATHI, IIPUIIHBL
prema, HH(MOPMUIPOBAHHOCTD MALIHEHTOB O IIOOOYHBIX
apdekrax.

ITosyueHHbI€ pe3yAbTaThI. B Teuenne mocaearnx
6 mecsanes HIIBIT npurumaan 52 (27,4%) manuenra,
a B TEUCHUE IIOCACAHETO MECAIA, IIPEAIIECTBOBABIIIEIO
ankeruposarnro, HIIBIT mpurnmanu 89 (46,8%) 60Ab-
merx: exxeareBHo — 10 (11,2%), 2 pasa B meaearo — 21
(23,6%), oamH pas B meaearo — 15 (16,9%) marmenTos.
[Tpu oarom 32 (36%) maruenTa B TEYCHUE IIOCACAHETO
MecAIla OAHOBPEMEHHO IPUHUMAAN 2 B DoAee Ipe-
1mapaToB. PeryAapHO B TeUEHHE ITOCACAHUX 3-X A€T
HIIBIT npuaumaan 39 (43,8%) manuenrtos. Peryasap-
ubeM cuntasca npuem HIIBIL, npn kotopom manment
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npuanman 1 u 6oaee pas B Heaearo. [Tanmentsr ¢ XI'H
npuanmain HITBIT garme, gwem maruenTsr ¢ Apyrumun
3aboaeBaHuAMEU ITOYeK. HanOoApIIuil mporeHT pe-
IYAAPHOTO IIPHEMa IIPENapaToB OBIA Y ITAIIUNEHTOB
c 4 cr. (27/54% manwmentos) u 3 cr. XBIT (20/42,6%
ITAITHECHTOB).

V 114 (60%) marmenToB OOAB ABHAACH OCHOBHOM
nprraunoi npuema HIIBIT: y 86 (75,4%) — xpormdeckas
60Ab, y 28 (24,6%) — ocrpas O0AB; TOAOBHAA DOAD —
y 54 marentos (47,4 %), y 35 (30,7 %) — 60Ab B crrume,
y 47 (41,2 %) — Ooam B cycrabax, y 17 (14,9 %) — 60an
B MBIIII[AX. Y OOABINEH YaCTH OIPOIIEHHEIX OTMEIECHO
coueranue 2 u 6oaee npuunn npuema HITBIT. Yame
nucnoab3oBasn Heceaekrupueie HITBIT — 88 (73,9%)
HAI[MEHTOB, IIPEUMYIIECTBEHHO noynpoden — 38
(43,2%) 6oapubix. Ceaexrupusie HITBIT npurmvaan
43 (36,1%) manmenta, kokcuOsl — 4 (9,3%) marmenta.
ITo mazmavennro spaua HIIBIT mpurnmasm ToabkO
24 (26,9%) maruenTa. BoabIe IOAOBHHBL OIIPOIIIEH-
HBIX OTPI/IHQ,/\I/I HNAN HE 3HAAHM ITOTCHIITMAABHBIC ITO-
bounrre apdexrsr HIIBIT. BosmokHOCTD HOpasKeHUA
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nouek Ha one mpuema HIIBIT ormeruan 64 (33,7%)
nanmenTa, megenn — 21 (11%), cepaeano-cocyaucroi
cucreMmel — 16 (8,4%), meayaka 1 kumednuxa — 25
(13,2%) manmenTos. Tem He MeHee, TACTPOIPOTEK-
Topsr mpuauMasn 110 (57,9%) maruenTos, B ocHOBHOM
c4u 5 crapuavmu XBIT.

3akAroueHHe. BOABIINHCTBO OIPOIIEHHBIX
nanuenTos ¢ XbIT 6ecriokouT ocrpas u XpoHudYe-
cKasg DOAb, OIIPEACAAIONIAA HEOOXOAUMOCTD 9aCTOTO
U AAITEABHOrO mcrioAbszosanusa HITBII. boApmma-
CTBO IALIMEHTOB caMOCTOATeABHO rpuauMaror HITBIT
1 HE 3HAIOT O BO3MOKHBIX 1T0004HbIX addexrax. HITBIT
Jarre IpUMeHAAN HanueHTsl ¢ 3 u 4 craanamu XbIT,
pEKE UCIIOAB30BAAH AASl YMEHBIIICHHS BRIPAKEHHOCTH
OoAn mmarmenTs ¢ 1 1 5 craausavu. YYuThBas BRBICOKUI
PHCK PasBUTUA CEPHE3HBIX HEKEAATEABHEIX 3(h(EKTOB
y marmenTos ¢ XbI1 na dgone npuema HIIBII, BaxzO
AKTHBHO BBIIBAATH HAAUYIC Y ITAIIICHTOB OOAH, OOCYK-
AQTB C IAITHEHTAMU METOABI KOHTPOASA DOAU K BEIOOP
OIITUMAABHOTO ITPErapaTa, HHPOPMHPOBATH O BOIMOK-
HBIX PHCKAX ITOOOYHBIX 9(D(eKTOB.

PaclumpeHie Bo3MOXHOCTEN NPUMEHEHUS NEPUTOHEABHOTO AMANN3A
NPY NANAPOCKONMYECKOW TAKTUKE MMMIAHTALMM KaTeTepd

U.A. Unbnx (tram119@yandex.ru)

FocypapcTBeHHOe yupexaeHue 3apaBooxpaHeHns «LleHTpanbHas KnMHUYecKas MegnKo-CaHMTapHas 4acTtb
MMeHM 3acnyxeHHoro Bpaya Poccumn B.A. EropoBay, r. YnbsiHOBCK

Expanding the possibilities of using peritoneal dialysis
in laparoscopic catheter implantation tac-tics

LA. llyin (tram119@yandex.ru)

State Healthcare Institution " Honored Doctor of Russia V.A. Egorov Central Clinical Medical and Sanitary", Ulyanovsk

AxrtyaspHOCTH npo6Gaemsbl. [lepuroHearbHBII
amaans (pasce [TA) sBasercsa apdexrusuem, obIme-
HPUHATBIM W IMAAAIIAM METOAOM 3aMECTHTECABHOM
IIOYEYHON TepaIrnu, IPEACTABAAET COOOI aAbTepHa-
THBY TeMoAnaansy (Aaace I'A) B pacryrmeit momyaammun
IIAIIEHTOB ¢ XPOHUYECKUMHU OOAC3HAME IIOUEK (AaAee
XBI).

Ieab. ObocHOBaHHE IPUMEHEHHSA AAITAPOCKOIIH-
geckoit Texuukn uMrAanTarnun [TA-katerepa aag pac-
ILIIPEHHs BO3MOKHOCTEN 1 kadecta [TA Aas 3amecTr-
TEABHOI IOYETHOM TEPAIINN.

MarepuaAbl 1 METOABI HCCA€AOBaHHUA. B uc-
CACAOBAHHE BKAIOUEHB! 1237 manueHra XpOHHIECKOR
Ooaesnn mouek 5 craamu Ha [1TA, n HabArOAaAKCDH
B 26 AmaausHbIX HeHTpax B mepuoA 2000 u 2020 ro-
AaMu. B rpymimy «oTKpBITas METOAMKA HMIIAAHTALIAID
(I rpyrma) Brarouensr 1105 geaosek (Mysamn — 43,2%).
Cpeannii Bospact 52,40%0,48 roaa. B rpymmy «aara-
pockonmgeckas MeToAnka umraanTarum (11 rpymma)
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BKATOUEHBI 123 ueaoseka (Myxuaus — 46,3%). Cpeannii
Bospact 51,90%1,28 roaa.

IToayuenHble pe3syabTaThl. B TabAnme mmpeacras-
AEHBI OCHOBHBIE (DAKTOPBI AAMTEABHOCTH IIPOBEACHIA
ITA. OAmH 13 BaKHBIX (DAKTOPOB — TEXHHKA HMITAAHTA-
1. Y CTAHOBACHA AydItias BerkuBaeMocTh [ TA-katerepa
Bo 11 rpymme o cpasuennro ¢ I rpymmoit. Bo II rpymme
TeXHUYECKas BeoKnBaeMocTh [IA-KkaTerepa okasaaacey

Ta6bnuuya

MapameTpbl, BAnsAooLwWwme Ha BbknuBaemoctb metoaa N

Moarpynnbl MeTop P

CaxapHblil graber (ga, HeT) 0,0001

Bo3pacT, (<65 n >=65neT) 0,0001

AnbbyMuH, (<36 1 =36 r/n) Log Rank 0,0001
(Mantel-Cox)

TexHvKa UMNaHTaUMm Katetepa

(oTKpbITaA XMpyprua n nanapockonusa 0,005

¢ dukcauuein)
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cyrecTBeHHO Bbire y xxenrnud (p=0,031), y maruenros
¢ n3berrounoil Maccoii teaa (p=0,037) o cpaBHEHIIO
¢ I rpynmoii. Aoast 6oapHBIX Oe3 HH(MEKITHOHHBIX OC-
Aozkuennit Bo 11 rpyrie Gp1aa AOCTOBEPHO HITKE, YeM
B | rpymre (p<0,001). Aamapockormgeckas TeXHHKA
MMIIAAHTAIINE KaTetepa Aaf TTA 1moxasasa mpemmyine-
CTBA IIPH HAAMYHH B AaHAMHE3€ OIIEPATUBHBEIX BMEITa-
teApcTB (p<<0,001), mpu comyrcTByIOIIEl TATOAOIHH,
Tpebdyroreit oneparusuoro Aevenud (p<0,001), mpu
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BCEX ITOBTOPHBIX MMITAAHTAITIAX HAHM PEUMIIAAHTAITHAX
karerepa aad [TA (p=0,019).

3akarouenne. KoMIIAekcHOE H3ydeHHE METOAOB
nmrAanaTanua karerepa AAf ITA y 6oapmbix ¢ XBIT
5 CTAAMH TIOKa32A0, YTO IPUMEHEHUE AAITAPOCKOIIU-
YECKOM METOAMKN MMITAQHTAITMH KATETEPa IMOBBIIIACT
KAYECTBO ACYECHHSA, PACIINPACT MOKA3AHUA K IPUMEHE-
HUIO 1 IOBBIIIACT TEXHIIECKYFO BEKHBAEMOCTD METOAA

ITA.

KnuHuko-mopdonornyeckne koppensiumm y naumeHToB
C BONIYOHOYHBIM HEPPUTOM: PETPOCNEKTUBHOE UCCNIEAOBAHME

K.B. Kypruusau?, E.C. Cronapesny4?3, M.A. JiutBuHoBa?, C.B. MouceeB?

1 ®rAOY BO «[lepBbiii MockoBcKkuii rocygapctBeHHbIH MeanuLMHCKui yHuBepcutet um. .M. CeueHoBa»
MuH3gpaBa Poccuu (CeueHoBckuii YHnsepcuret), Mocksa, Poccus;

2 @Irb0OY BO «MockoBckui rocyaapCTBeHHbI MeAUKO-CTOMaTosiorndecknii yHuBepcuret um. A.U. EBgokumoBa»

MunsgpaBa Poccuu, MockBa, Poccus

3 Topopackas knuHnyeckas 6onbHuya Ne52 [lenaprameHta 3gpaBooxpaHeHus ropoga Mockssi, Mocksa, Poccus

Clinical and morphological correlations in patients with lupus nephritis:

a retrospective study

K.V. Kurginian?, E.S. Stolyarevich?3, M.A. Litvinova?, S.V. Moiseev’

1 Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia;
2 Evdokimov Moscow State University of Medicine and Dentistry, Moscow, Russia

3 Moscow City Nephrology Center, Moscow City Hospital 52, Moscow, Russia

AxryaspHOCTB IpOOAeMBI. PasBurre BoAuanou-
poro Hedpura (BH) — smaunmerit (hakrop, HeraTHBHO
BAUSAFOINNI HA ITOYEUHYIO U OOINYIO BBIKHBAECMOCTD
IIAIIEHTOB € CHCTEMHOH kpacHoH BoAuankon (CKB).
TsKecTp KAMHIYIECKUX IIPOABACHHUI HE BCETAA COOT-
BETCTBYET BBIPAKEHHOCTH M3MEHEHHIH B TKAHHU ITOYKH.
[TosTomy 0COOBLI HHTEPEC IIPEACTABAACT H3YICHUE AAH-
HEIX PEAABHOHM KAMHIYCCKON ITPAKTUKH 1 AaHAAN3 KAH-
HHKO-A20OPATOPHEIX KOppeAAInii y marnmenTos ¢ BH.

Ileap uccaeaoBanua. [Ipoanarusupopars B3au-
MOCBA3b KAMHUKO-A2OOPATOPHBIX ITPOSBACHUI U MOP-
POAOrHIECKIX H3MEHEHUH B TKAHN IIOYKY Y ITAIHCHTOB
c BH.

Marepunaasl u METOABI. B perpocrexrusroe ko-
TOPTHOE HCCACAOBAHICE OBIAM BKAIOYCHBI B3POCABIE
(=218 aer) manmentsr ¢ BH, kotoperit 6siA Bepudurmpo-
BAH II0 PE3YABTATAM OHOIICHY IIOYKH C OIIPEACACHIEM
kaacca BH o kaaccudukarun ISN/RPS. Anarnos
CKB y Bcex manmeHToB yAOBAETBOPAA KAACCH(PUKAITH-
OHHBIMU KPHTEPUAMI AMEPHKAHCKOH KOAACTHI PEBMa-
tororos (AKP)/EBporeiickoro aAbsHCa acCOLMALHIT
pesmarororos (EULAR) 2019 roaa. Amaruos axTu-
dochoanmuanoro cuaapoma (APC) coorBeTCTBOBAA
kaaccudukaronaeM kpurepuam 2006 r. AKTHUBHOCTS
CKB onenusaau ¢ nomomipro naaekca SELENA-
SLEDAL

PesyapTaThl. B nccacpoBanme OBIAM BKAIOYCHEL
62 nmarenra ¢ BH, cpeanr KOTOpEIX IIpeo0AaAaAr MOAO-
Apte sxeHtuHsl (84%) (Tabamma 1). V Bcex marmeHTOB
HOPaKEHHE ITOYEK COYETAAOCH C BHEIIOYCUHBIMH IIPO-
apaeruamu CKB, cpean koToprIx Irpeobaasasu 1o-
pakeHIE OIMOPHO-ABUTATEABHOTO AIIIAPATA, KOKH
u cucremsl Kposu. ITo AanHBIM MOpdOAOTIIECKOTO
nccAeAOBaHNA IpeodAaAaan manuenTs ¢ BH IIT/IVEV

Ta6nuua 1

O6uwan xapakTepucTuku nauneHTos (N=62)
MapameTp 3HauyeHune
KeHwmHbl, n (%) 52 (84)
BospacT gebiota CKB, net 23,0(16,3;30,8)
Bo3pacT yctaHoBneHua gnarHosa CKB, net 26,5(18,3;31,8)
MposasneHna CKB no gaHHbIM aHaMHe3a, n (%)
Jlnxopagka 26 (44)
lemaTonornyeckune HapyLeHua 42 (68)
[opaxeHne LeHTpanbHON HEPBHOWN CUCTEMbI 4(7)
MopakeHre KOXu 1 CIN3UCTbIX 060n04eK 34 (57)
MoparkeHre cepo3Hbix obonouek 19 (31)
ApTpanrua u/vnvu aptTput 50 (82)
MmmyHonornyeckme HapylieHus, n (%) 62 (100)
AHTdOoCcoponunuaHbIN cuHApPOM, n (%) 16 (28)
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Ta6bnuua 2
KnuHnko-nabopatopHble XapakTepucTUKM NaLMeHToB Ha MOMEeHT 6uoncum
| knacc Il kKnacc Il knacc IV knacc V Knacc VI knacc
MNapameTpui n=24BT4Y. n=18BTM. p-3HaueHuA
n=1 n=3 n(4V)=7  n(V+V)=2 n=13 n=3
p34=0,140
pCK® no CKD-EPI, mn/MuH/1,73 m2 103 97 66 (48; 96) 51 (35;67) 92 (70;117) 25(18;31) P4.5=0,005
p35=0,246
TemaTypusa, n (%) 0 1(33) 13 (54) 15 (83) 8(62) 0 0,263
MpoteunHypus, n (%) 1 2(67) 20 (83) 16 (89) 13 (100) 1(33) 0,477
P3.4=0,604
1,5 2,0 2,5 2,0 _
CyTouHaa NpoTenHypus, r 3,0 0,4 0,7:5.7) (1,7:3.4) (1,5:3,6) (1,0:2,9) p4,5:0,845
P3.5=0,660
P3.4<0,001
7,0 11,0 16,0 10,0 7,0 -
SELENA-SLEDAI, Gann 6,0 6575  B0140) (160,220) (55138 (6570  Ps=0002
P3.5=0,437
KnuHnueckmne cHApOMbI MOpaXkeHysa noyek B gediote
OcTpblit HeppUTUUECKUIA CUHAPOM, N (%) 0 0 10 (41,6) 9(50) 3(23) 2 (66,6) 0,192
HedpoTtuueckunin cuHapom, n (%) 1 2 (66,6) 19(79,1) 15 (83,3) 10(76,9) 1(33,3) 0,712
B | ol e 0 0 4(16,6) 7(388) 0 0 0,012

rnomepynoHedpur, n (%)

kaaccos (TaOamma 2). V 4 (6,5%) manueHToB IOMIMO
BH Opian BeIABACHBI MOPOAOTHYECKHE ITIPU3HAKH
ADC-nedpomarun. Hauboaee gactsv (85%) xannu-
YECKUM ITPOABACHHEM OBIAA IIPOTECHHYPUS, IIPU ITOM
YJACTOTA €€ Pa3BUTHUA, AOAA IAIIMEHTOB ¢ HeppOTHHUE-
CKUM CHHAPOMOM U YPOBEHB 9KCKPEIINU DEAKA C MOYON
3HAYUMO HE PasAMYIaAnch MexAy kaaccamu BH. B To
xe pemsa BH 1I1/IVEV xapaxrepusosaaucs Aocto-
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BepHO Ooace Huskumu sHadenusamu pCK®, a Takixe
6oaee BoicOKuME 3HaueHHAMH nuAekca SELENA-
SLEDAL

3axarouenue. BH xapaxrepusyercsa BeIpakeHHOIN
reTEPOreHHOCTHIO KAMHIHYECCKHX H MOP(OAOTHYECKIX
HPOABACHHIA, B CBA3H C YEM B OTCYTCTBHE MOP(OAOTH-
9YECKOH BepUUKAIINI HE IIPEACTABAACTCA BO3MOKHBIM
AOCTOBEPHO IIPOTHO3HPOBATH KAACC 3a00AEBAHUA.

Ananua dyHKuMKM nouek y petert ¢ caxapHeim gnabetom 1 tuna (CA1)

A.P. Matbikun? (mat_28@mail.ru), T.Jl. Hacraywesa?, E.H. KynakoBaZ?, O.B. [yposuy?, T.I. 3BarnHa’
1 BopoHexckas obnactHas gerckas knuHnyeckas 6onbHuua Ne1 r. BopoHex
2 @IrbOY BO «BopoHexckui rocyfapcTBeHHbIH MeguLuHcknii yHuBepcutet uM. H.H. BypaeHko» MuH3gpaBa

Poccuu, BopoHex

Analysis of kidney function in children with type 1 diabetes mellitus (DM1)

A.R. Matykin? (mat_28@mail.ru), T.L. Nastausheva?, E.N. Kulakova?, O.V. Gurovich? T.G. Zvyagina’
1 Voronezh Regional Children's Clinical Hospital Ne 1, Voronezh
2 N.N. Burdenko Voronezh State Medical University, Voronezh

AxTyaspHOCTE mpobAembl. Ha mporaxennn
IIOCACAHHX ACT OTMEYAeTCA HEYKAOHHBIH POCT 3a-
OoaeBaemocT caxapHbeIM AmabetoM 1 tmma. OaHEM
13 HamOOAEE YACTHIX OCAOMKHEHHI, IMPHUBOAAIIHX
K MHBAAUAM3BAIUH, ABAACTCA AUADETUYCCKAS DOAC3HD
rovek. BaxHbIM KpruTepreM AMarHOCTHKN 3200 AEBAHIA
ABAACTCA M3MEHEHNE YPOBHA CKOPOCTH KAYOOUKOBOI
duasrparm (CK®). V3BecTHO MHOKECTBO PACUETHBIX
dopmya aas onpeaeserns CKD, oanako y aereit ¢ CAl
orrTuMaAbHaA POPMYAA HE OIIPEACACHA.
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Ilear paboTer [IpoBecTn cpaBHUTEABHBIN aHAAN3
yuknnn mouek o popmyaam pacuera CK® y aereit
¢ CA 1 tuma.

Martepuaabr u MeToABL. O0caeaoBano 59 maru-
entoB ¢ CAl, HaXxOAMBIIIHICA B 9HAOKPHHOAOIHYE-
ckoM otaeAeHnH OOAACTHOH ACTCKOH OOABHHIIEL
r.Boponexa. Cpean 60AbHBIX O6B1AO 34 (65,4%0) MaAb-
uanka n 17 (34,6%) aesodex B Bospacte oT 4 A0 17 aer.
Bee aet 0OcaeaoBaHbl B 11epHOA AckomieHcarmn CA
03 KeTOAMA032, HE § KOTO He OBIAO IOBBIIIeHNs AA
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1 aABOyMuHYpHU. B mieproA mepBbix 2-X AeT 3a00A€Ba-
HHUA 00CACAOBAHO 23 IAIMEHTA, IIPH CTaxe OoAee 2-X
A0 5 aer — 17 boabHBIX, co ctaskem CA Ooaee 5 Aer Ha-
6aroaanocs 19 aereit. Onerka pCK® mpousBoanaack
110 POPMYAAM € YIETOM SHAOTECHHOIO KPEATHHUHA!
Schwartz «bedside» (2009), Schwartz—Lyon (2012),
CKiDU25; ¢ yuetom nncratnaa C: FAScysC, CAPA,
Schwarts cysC.; a Takxke Schwartz combi. Aannsre
pCK® mpeacrasacust B Buae Me [Q1; Q3] ma/mun/
1,73 M2,

PesyapraTel. Yposeus pCK®, paccunranHbil
110 DOPMyAaM HA OCHOBE KPEATHWHHHA COCTaBHA:
Schwartz «bedside» (2009) — 77,21 [63,99; 89,27]
ma/mun/ 1,73 M2, Schwartz—Lyon (2012) — 71,30 [60,24;
83,58] ma/mum/1,73 M2, CKiDU25 — 71,2 [61,85; 88,35]
ma/mun/ 1,73 M2 pCK® na ocnose rucratnna C cocra-
Braa: FAScysC —108,4 [66,05; 143,05] ma/mm/ 1,73 M2,
CAPA — 113,5 [66.56; 163,25] ma/mun/1,73 M2,
Schwarts cysC — 85,92 [54,08; 110,68] ma/mu/1,73 M2,
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CoraacHo opMyAe € yIETOM U KPEATHHHHA U IIH-
crata C: Schwartz combi CK®=80,6 [63,64; 100,44]
ma/Mun/1,73 M2 OTMEUEHO HEKOTOPBLE POCT YPOBHA
KPEATHHIHA U [IHUCTATUHA CBIBOPOTKH KPOBHU ¥ OOABHBIX
c yeamuennem craxka CAl: mpu crame 3aboAeBannd
A0 2 aer — 67,71 [57,69; 82,5] mxmoan/A 1 0,72 [0,63;
1,35] mr/ A cootBetcTBeHHO, OT 2 A0 5 AeT— 76,16 [61,31;
83,58] mxmoab/ A 1 0,84 [0,56; 1,23] mr/ A, 6oaee 5 aer —
77,18 [62,39; 85,12] mxmoab/A 1 0,91 [0,57; 1,24] mr/A.

3axarouenne. BorBaensr pasanand yposua pCK®
LIPU UCIIOAB30BAHUHU (DOPMYA HA OCHOBE KPEATHHUHA
n nucratuaa C. Ha mamm sarasa, pCK® ma ocnose kpea-
tunuHA y Aeteii ¢ CAl MoxkeT 3aHIKATD PeaAbHBIE 3HA-
yeHns (pyHKnuH o4ek. [ToAydeHHbIe pe3yABTATHI CBH-
AETEABCTBYIOT O HEOOXOAMMOCTH IIPOAOAKEHIS ITONCKA
orrrumaabHOI popmyasr pacaera CK® y aereii ¢ CA 1.
Vposens nucratuaa C CBIBOPOTKHA KPOBH, HE 3aBHCHU-
MBI OT MACCHI B POCTa, MOKET OTPAKATh HAPYIIICHIE
yHKIIHT TOYeK.

Knunuueckuit cnyyai neprogmyeckoit bonesmu,
OCNOXHEHHOI passuTuem bexuyeta-nogobHoro cuHapoma

A.B. Hosukos (md.alexnovikov@gmail.com), C.M. TumupLumH, M.B. bapcyk, B.B. Pamees
®rb0OY BO lMepsbii MTMY um. U.M. CeuenoBa MuH3sgpaBa Poccun (CeuyeHoBckmnii YHusepcuret), MockBa

A clinical case of familial mediterranean fever complicated

by Behcet's-like syndrome

A.V. Novikov (Md.Alexnovikov@Gmail.Com), M.V. Barsuk, S.M. Timirshin, V.V. Rameev

Sechenov First Moscow State Medical University, Moscow

Beeaenue. [lepuoanaeckasn 6oaesus (I1B) — ayro-
BOCIIAAUTEABHOE 3200ACBAHIC, BBI3BAHHOC MyTALIHAMI
B rene MEFV n npossadrorieecs IpuCTyIaMu AHXO-
PAAKH B CEPO3HTA, PEKE — APTPHUTA, IOPAKEHUEM KOKI,
BropuausM AA-amuaonposom. [1b pacpocrpanena
cpean mpeacraBureseii CpeAH3eMHOMOPBS — apMSH,
eBpEEB, TYPKOB U AP. 32 TIOCAEAHUE TOABI OITHCAHBI Pa3-
AWYHbIC BapuaHThl coueranus [1b u myranunii B rene
MEFV (M680I, M694V m T.A.) ¢ boaesnpro bexuera.

Omnucanue cayvas. [larmentka H., 82 r., apmsnxa,
nabaropaerca Kannuxoit mm. E.M. Tapeesa ¢ 2024 roaa
B CBA3H C KAAOOAMU HA SITU30ABI AIXOPAAKH AAUTEAD-
HOCTBIO 1-2 AHA, KOTOpBIE OECIIOKOAT B TCYCHIE MHOITX
aet. C 2011 r. mprCOEANHHUACA IIOCTOAHHBIN CYCTABHOMI
CHHAPOM C IIEPHOAHYCCKIMI OOOCTPEHIAME, ALXOPAA-
koit A0 39°C, cunapom Peiino. Bee roasr BoisiBAsiAACh
ocrpodazosas BocrmaauTeApHas akTuBHOCTH: "C"-Pb
16-74,5 Mr/ A — 911 U3MEHEHUS PACCMATPUBAAN KAK 11~
podocdarnayro aprpomarmro. B mae 2022 r. marperTka
orMeTrAa AUDDy3HOE TTOABACHUE Ha TeAE DOAE3HEH-
HBIX IIy3BIPEH C KPOBAHHCTO-THOMHBIM COACP/KIMBIM
U TEHACHIINEH K M3DBASBACHHUIO. AHTHOAKTEPHAABHAA

Teparms ObiAa MaA0d(DDEKTHBHA. DAECMEHTE HCIC3AN
HIOCA€ HABHAYCHUS IIPEAHN30A0Ha 50 Mr/cyT BHYTpB
B TEUEHUE MECAIA C TIOCACAYIOITIM MEAACHHBIM CHH-
xeHueM A03bL. B okra0pe 2022 r. pertuAnB BBICHIITAHIH,
IIPOBEAECHA OMOIICHA KOKHU — B CBA3N C ABACHUAMH ITEPH-
BACKYAAPHBIX AMM(MOIPAHYAOIIUTAPHBIX HH(DHABTPATOB
CO 3HAYUTEABHBIM COACPKAHNEM HEHTPOMHAOB Ana-
THOCTHPOBAHA TAHTPEHO3HAA ImoAepmud. B despase
2023 1. OTMEHEH IPEAHN30AOH, IIOCAE YETO PA3BHAOCH
obocrpenne 3a00ACBAHNSA, PACLICHCHHOE KAK ITAHHI-
kyaut Kpucdena-Bebepa — BO3BpaIéH IpeAHH30A0H
50 mr/cyr. OT™MeE9aAaCh MOANKAOHAABHAS TAMMAa-
aTuA, IMATHPYIOIAs MOHOKAOHAABHYIO G-Karma.
[Ipu nosropuo#t Obuoricun koxu B arpeae 2023 roaa
OOCYKAAACH AMATHO3 BACKYAHTA B CBA3M C HAAHMYHEM
OTEYHOCTH U HEKPO3OB CTEHOK COCYAOB, OTAOKEHIH
reMocuAepuHa Ha (POHE AMMMOTHCTHONNTAPHBIX
NHPUABTPATOB; ONPEACAAANCH 30HB AMIIOHEKPO32
€ OOABIIIIIM KOAUYECTBOM AHITO(ArOB, MHOKECTBEHHBIX
04aroB KpOoBOM3AMAHMIA. B Tex e npemaparax B nrone
2023 r. oOHApYHKEH AMHAOHUA CO CTOHKOM KOHropuAueit
IPH TOAINEAAYNBAHNH, ITO, YINTEIBAA BO3PACT U Ce-
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kperuro C-ALM, paccMaTpruBaAOCh Kak BO3MOKHOE
tedenne Al-ammaonaosza. B mae Brepsoie BoIABACHA
uporeunypus A0 1 r/a, turp AH® 1:2560. ITo aan-
HBIM 00cAeAoBanus B nioHe 2023 . OIpeAeAIANCH Map-
keper Bupyca reratnta C. [Tpr Oxo-KImTMZKIT 10 M,
®B 54%, B anaausax ot cexrsopsa 2023 r. kpeaTHHUH
75 mkmoAab/A (pCK® 64 ma/mun/1,73 M2 mo CKD-
EPI), mouesas kucaora 280 MkMoAb/ A, "C"-peakrnBHbLIT
Genok 22,64 mr/ A, aasbymun 36 r/a, ACT 1,5N, AAT
5N, remoraobun 112 r/A, Aeiikorutsl 2,54 TIC/MKA,
tpombormTer 93 TeIc/MKA. [TpH TOBTOPHOM HMMYHO-
XUMHUYECKOM UCCACAOBAHUU B MIOAE MOHOKAOHAAB-
HOII raMmanaTuy He BoiaBAeHO, Karmma-CALT 30,2 mr/a,
abAa-CALL 106 mr/a, cootromntenne 0,28. Kprorao-
OyAHHBL HE BBIABACHBL [laIlIeHTKA TOCTOSHHO ITOAY-
YaAd AHTUTHIIEPTCH3UBHYIO U HE(POIPOTEKTHBHYIO
teparnto nATl®, npeannszoson 15 mr/cyr. B revenne
3umbl 2024 ToAa OTMEYAAACH TEHACHIIUA K PACIIPOCTPa-
HEHUIO THOMHO-HEKPOTUYECKUX H3MCHEHUI Ha KOMKE
AHIIa, TOAOBBI, PyK. [ eHeTIIeCcKOE HCCAEAOBAHNIE B SH-
Bape 2024 ToAa OIIPEACAHAO Y AITMEHTKH KOAMITAYHA-
IeTePO3UIOTHOE HOCHTEABCTBO MyTarwii B rene MEFV,
sapuanT E148Q /M6801, o6Hapyena skcrpeccust HLA-
B51. Amaraocruposana I1b B cogeranum ¢ cHHAPOMOM
bexuera, ocrokuennsie AA-amuronao3om. Pekomen-
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Aosana teparms anTH-VIA-1 npemaparamu — B heBpase
2024 magasa npumMeHATh aHakuHPY 150Mr IOAKOKHO
1 pa3/cyr B Tedenne 2 HEAEAD C BEIPAKCHHBIM IIOAOKH-
TeABHBIM 9(D(DEKTOM: 3AKIAN ITOBEPXHOCTHBIE KOMKHBIC
AeEKTBI, Ha4aAl PyOLIEBATHCA TAYOOKHE N3 BAZBACHHA.
[Tosamee mpemapar 3ameHEH Ha KaHakuayMa0b 150 mr
oAkoxHO 1 pas B 4 Heaean. B pesyaprarte Tepanun
I'MBIT ormeuena HEKOTOpPas HOPMAAU3AITUA BHICOKO-
gyscrBuTeAbHOro "C"-PB: 72-44 M/ A, yHKims mogex
COXPAHHA, IIPOTEHHYPHUSA CACAOBAA.

OOcyxAeHHEe U 3aKAFOYEHHE. Y ITAIHCHTKU
KAIHUYECKH U I€HETHYECKN ITOATBEPKACH AHATHO3
[1b ¢ BEIpa)KCHHBIMH CHCTEMHBIME OCAOKHCHIAMH,
B T.4. bex4era-moAOOHBIM CHHAPOMOM Ha OCHOBAHHI
11CeBAOPOAAUKYANTA, TAHIPEHO3HOH ITNOAEPMUH, TTAH-
HUKYAHTA H THCTOAOIMYCCKUX IIPU3HAKOB BACKYAUTA,
axcripeccunr HLA-B51. Tskects cocrosaua oOycAoB-
ACHA aKTHBAIIMECH B-KACTOYHOrO 3BE€HA AAAIITHBHOTO
IMMYHOTETa ¢ (POPMHPOBAHIEM CMEIIAHHOIO 3a00A€-
BAHHA COEANHHTEABHON TKAHM, ITO OODBACHAET IUIIEp-
mpoaykuuio CALL B mpuBeA€HHOM cAydae HAYAAO Te-
PAIINH KOAXHIITTHOM OBIAO OTPAHHYEHO BHIPAKCHHBIMI
TPpOUIECKUMH HAPYIIEHHAMHI B pamMkax bexdera-rro-
AODHOTO cHHApOMA. B ¢BA3H € 9THM OIITHMAABHOM TaK-
THKOI ABUAOCH HazHadeHHe nHrnonTopos MA-1.

bepemeHHOCTb y NALMEHTOK C COXAPHBIM AMAbETOM

U no3gHUMM ctagusamm Xbl1

A.A. CanamoBa’ (dianasala2012@yandex.ru), K.A. lembsanoBa’-2, H.Jl. Koznosckas™2

1 ®rAOY BO «Poccwuiickuii yHuBepcuTet apyx6bi Hapogos», Mocksa

2 I'bY3 «Kb nm. A.K. Epamunwanuesa 3M», Mocksa

Pregnancy in patients with diabetes mellitus and late stages of CKD

D.A. Salamova’, (dianasala2012@yandex.ru), K.A. Demyanova’2, N.L. Kozlovskaya2

1 Peoples' Friendship University of Russia, Moscow

2 State Budget Healthcare Institution of Moscow Healthcare Department “A.K. Eramishantsev City Hospital”, Moscow

AxryaspHOCTE TIpO0OAEMEI. bepemennocts y ma-
nueHTOK ¢ caxapHbiM anaderom (CA) m xpoHmaeckoi
0oaesubro mouek (XbIT) mpeacraBasieT cOOOH BasKHYIO
MEAHIIMHCKYIO IIpoOAeMy. MHOTHE KEHINMHEI, CTpa-
Aarorrime CA\, BCTynaroT B OEpEMEHHOCTD, YiKE HMed
npusHaku XDBII, u B psae caydaes y3sHaroT 00 3TOM
sueppoie. Haamane CA B coueranuu ¢ XbBIT moss-
IITAET PUCK HEOAATOIIPUATHEIX HCXOAOB OEPEMEHHOCTH
KAK AAfl MATEPH, TAK U AAA IIAOAQ, CITOCOOCTBYA IIPO-
rpeccuposanmro Xbl1, passuriro npeskaammcnu (110),
OOABIIIEIT YaCTOTE IIPEKACBPEMEHHEIX POAOB H OIIEpa-
THBHOTO poAopaspermnenns. OAHAKO IPOTHO3 Oepe-
MEHHOCTH Y KEHIIINH C COYETAHUEM OOCHX IATOAOTHI
MaAo u3ydeH. B macrosiiee Bpems HAKAIIAMBAIOTCSA CBe-
AEHIS O BO3MOMKHOCTH DAATOIPHATHBIX HCXOAOB Oepe-
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MEHHOCTH Y KEHIIIUH C IIPOABHUHYTOI crasue XBIT
u CA.

IMeas paborsl. [IpoanasusupoBats TeICHIE U 1C-
xoAbI Oepemennoctn y manueHTok ¢ CA u XBIT 3a-4 cr.

Marepuasbr u MeTOABL [IpoBeAcH anaAns TedeHns
6epemennocru y 72 manuenTox ¢ XbI1 3a-5c¢r., HabAro-
AABIIINXCA B IIEHTPE ITOMOIIH OEPEMEHHBIM C IIATOAO-
rueit nouek I'Kb mm A. K. Epamuranriesa A3 r. Mocksa
B mepuoA ¢ 2018 r. mo 2024 r. Coueranue CA 1 tuma
n XbBIT 3a-5cr. BorBaeno y 10 (13,8%) us mux. C XbI1
3a cr. HabAroAaAnCh 4 TanmerTku (40%), 30 — 2 (20%),
¢ 4 cr. — 4 6epemennsix (40 %). V 9 xenmun (90%)
umeAacey aprepuasbHan runepronud (Al) u anemus.
AedeHne BKAIOYAAO B ceOsl IPOBEACHHUE AHTUTHIICPTCH-
3UBHOMW M AHTHAHEMUIECKOMN TEPAITNH, IIPOPUAAKTUKY



Teaucs! XIX Obwepoccuitckoit korpepenuun PLO u XXIIl Cesepo-3anaaoit Hedponorueckoi wkonsi PAO

1D acrupHH-COACPIKAIIMMI IPEIIAPATAMH, HA3HAYCHIE
AHTUKOATYAIHTOB, AHTHOHMOTHKOB ITPH PA3BUTHI MOYE-
Boil mH(ekim. B xoae HaOArOACHNA ¥ 5 manmeHTOK
MOHHTOPHPOBAAU MAPKEPBI AHTHOTCHE32 B AHHAMUKE
(PIGF, sFltl, sFlt1/ PIGF).

PesyapraTer. CpeAHHIT BO3pacT ITAIMEHTOK CO-
craBuA 33 roaa. (SD 4,3). Cpok Hawara HAOATOACHHA —
13 meaean (SD 4,8). Bo Bcex caywasx mpuanmon XbI1
Or1ra anabeTraeckas Hedpomarus. AuHamuka Aabopa-
TOPHBIX AAHHBIX OIICHHBAAN HA MOMEHT IIEPBOIO OCMO-
Tpa He)POAOTOM, B KAKAOM TPHMECTPE U uepe3 6 MecA-
I1EB TIOCAE POAOB. SHAYCHHA IIPOTEHHYPHH COCTABAAAN
B I tpumectpe B cpeanem 1,2 (SD 0,9) r/a, Bo I1 - 1,76
(SD 1,2) r/a, 8 IIT — 1,88 (SD 1,4) r/a. Ormeueno ue-
3HAYNTEABHOE YCYIYOAEHNE AHEMUH Y BCEX ITAIINEHTOK
k III Tpumectpy: 3HAUCHIE TEMOTAOOMHA KPOBU CHU3H-
rock co 104 a0 101 r/a (SD 7). Ludper AA 3a Bpemst
HAOAFOACHHUA COXPAHAAUCH CTAOMABHBIMHU, CHUKAACH
k I Tpumectpy Ha done aHTHIHIIEPTEH3UBHOI Tepa-
mun: B I tpumectpe B cpeanem AA — 135/86 mm pr.
cr., a B III tpumectpe — 125/76 mm pr.cr. V mannen-
tok ¢ CA n XBII na MmomeHT BCTymAcHuA B OepeMeH-
HOCTb KPEATHHHH COCTaBASA B CpEAHEM 124 MKMOAB/ A
(SD 24,8). ITocae poAOB y BCcex HMAIMEHTOK OTMEYa-
AOCH HAPACTAHHE YPOBHA KPEATHHHUHA, COCTABUBIIIEE
B cpearem 29,8% [10-40%]. V 5 marmeHTOK pasBHAACh
MoueBast HH(EKIIHA, B CBA3H C YeM IIPOBOAHAACH AHTH-
OaxrepuaspHas Tepanud. 110D passuaace y 8 mennun
(80%), y 5 u3 KOTOPBEIX B AUHAMUKE OBIA HCCACAOBAH
AHIIOTCHHBIH KOa(D(HUITHEHT, OKA3ABIIINIICA ¥ BCEX JKEH-
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KavyecTteo xm3nuum nauypentos ¢ XbI1:

IIUH B IIPEACAAX pedpepEHCHBIX 3HAYCHUH AAS AAHHOTO

recTaniuoHHOro cpoka. CpeAHHIT CPOK POAOB COCTABHA

33 (SD 2,9) meaeAn, cpeAHHH BeC HOBOPOKACHHBIX —

1903,5 r (SD 817). B GoApmnHcTBE CAyIacB POAOpPa3-

peIIeHne OCYIIECTBAAAOCH onepaTuBHBIM 1yTeM (90%

caygaes). K macrosmemy momenty Bce 10 Hepemenno-

CTeil 3aBEPIIMANCH POKACHUEM KUBBIX KH3HECIIOCO0-

HBIX ACTEH.
3axaroyeHue

1. Hecmorps Ha mmerortecss aOCOAIOTHBIE ITPOTHUBO-
[IOKA3AHHA K IIPOAOHIUPOBAHUIO OCPEMEHHOCTH
y sxennuH ¢ coderanueM CA  MO3AHHX cTaAnit
XBII, soctmxenne 6AArOIpUATHOIO HCX0AA Oepe-
MEHHOCTH BO3MOKHO IIPU ITOCTOAHHOM HaOAIOAC-
HHUH MYABTI/IAI/ICL[I/IHAI/IHQPHOH KOMaHAOHN Bpaqu/I,
LIPEAYIIPEKACHIN 1 CBOCBPEMEHHOM ACYCHUH OC-
AOKHEHHI.

2. B aamnoM mccaepoBarnn v skeHInuH ¢ XbIT n CA
upu passurun [1D anrmorennsiit koaddunuent
sFlt1/ PIGF e npessiaa rpanui Hopmst. [Tpu-
4HA AAHHOrO (beHOMeHa He HOoHATHA. C IIpaKTH-
YECKOH TOYKH 3PEHUA BaKHO IIOMHHTB, 9TO IIPU
coueraruu XbI1 mozanux craauit u CA caeayer
OPHEHTUPOBATHCA AUIID HA KAACCHYCCKUEC KAUHH-
veckne npossaeHns [19.

3. B Tedenune 6 MecAIEB ITOCAE POAOB HADAIOAAAOCH
nporpeccuposanne XbI1 (kpeaTnHUH B cpeAHEM
Bo3poc Ha 24,8%0). AAS OIIEHKH AAABHEHIIIErO Te-
YECHUSA IIOYCIHOTO IIPOLIECCA MMAIMEHTKH AOAKHEL
AAITEABHO HADAFOAATHCA HEPPOAOTOM.

QKLEHT HO AMCnencMyeckme paccTpomncTea

B.C. CocHuHa'2 (sosninavs@mail.ru), XX.I'. CumoHoBa’

1 Kagbegpa rocnuransHos tepanun ®rbOY BO «KupoBckuii rocysapcTBeHHbIH MeaNLNHCKUA YHUBEpCUTET
MuH3gpaBa Poccumn», 610998, Poccusa, Knposckas obnacts, ropos Kupos, ynuya K. Mapkca, 112

2 OrgeneHne remogmanu3sa KOrbY3 «Kuposckas obnactHas KnuHnyeckas 60nbHuLa»
610027, Poccus, Knposckas obnacts, ropos Kupos, yn. Boposckoro,42

Quality of life in CKD patients: focus on dyspeptic disorders

V.S. Sosnina®2 (sosninavs@mail.ru), Zh.G. Simonova’

1 Department of Hospital Therapy of the Kirov State Medical University of the Ministry of Health of Russia.

112 K. Marx Street, Kirov, Kirov region, 610998

2 Hemodialysis department of "Kirov Regional Clinical Hospital"

610027, Russia, Kirov region, Kirov city, st. Vorovskogo, 42

AxtyaspHOCTE mpobAeMBI. KavyecTBO KU3HH
(K7K) aBasiercs ocHOBHBIM IOKasateAeM dpdex-
THBHOCTH Tepalnu. YIIpaBACHHE OpeMeHeM CHMIITO-
MOB BQ}KHO AAfl IOAACP/KAHUA OITUMAABHOTO Kade-
CTBA JKU3HU. BBIABACHIE MEAHIIMHCKUX ITAPAMETPOB,
accornnnpoBauuex ¢ KJK, fBAfSCTCA IPHOPHTETHBIM
HAIIPAaBACHHEM B HACTOSINEE BpemsA. Y IAIMEHTOB

¢ XBIT cummromMaTuka OIPEAEAAET KPUTEPUN Kade-
crBa xu3HA. OAHOHN M3 HAMMEHEE M3YIECHHBIX ITPO-
6aem y marmentos ¢ XbIT ocrarores Ancnencuueckne
paccTpomcTBa.

IMeap mccaepoBanma. OupeseAnTs BAUAHUE
AVICITEIICHYECKAX PACCTPOMCTB HA KAYECTBO KU3HI
nanuenTos ¢ XBIT.
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MaTtepuaabl 1 METOABL. B rccaeAoBaHIN IIpUHAAL
yaacrtue 200 manuenTtos ¢ XbI1, moaygaromux Aege-
unne B KOI'BY3 «Kuposckas obaacTHAS KAHHITYECKAS
6oapnuIay. Cpean Hux — 87 menmuH u 113 myxaun
B Bospacte oT 18 A0 81 roaa. Cpeanuii Bospact obcae-
Ayembix coctaBua 55,34117 37 aer. boabHbie Obian pas-
AEAEHBI Ha 2 IPYIIIBI B 3aBUCHMOCTH OT craauu XbIT.
1 rpymra Bkarounaa 100 maruenToB, IOAYYarOIIHX 3a-
MecTuTeAbHYIO odeunyro Tepanuto (3I1T) mporpamm-
nbiM remoauasnsom (XBIT C5A) (cpeannit Bospact —
59,85£12,75 aer). Bo 2 rpyte (KOHTPOABHOI) OBIAO
100 marzrenTo ¢ XBIT C1-C36 (cpeannii Bospact —
50,87420,05 Aer). AAST OIICHKH KAYECTBA JKU3HU HCIIOAD-
soBaaca onpocHuk GSRS (Gastrointestinal Simptom
Rating Scale), paspaborannsrii oraerom usygerns KK
B ASTRA Hassle (Wiklund 1.,1998), Baanuausuposas-
HBIH MeKHAITOHAABHBIM IIeHTPOM HccaeAoBanud KK
(MLIMKZK, Cauxr-IlerepOypr) 8 2000 r., 1 mcmoassye-
M AAf oneHKr KUK manuenToB ¢ JKeAyAOIHO-KUIIIed-
HBIMH 3200 ACBAHIAMIL

Pesyabrarsl. BoisacHo camxerne KK marmenTos,
noAygaromux 31T mporpaMMHBIM IeMOAHAAH3OM,
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o cpasuenuto ¢ KK manuenrtos ¢ XBIT C1-C36
110 cAeayrornm rrkasam ornpocarka GSRS: RS — ped-
AXOKCHBIH crHApPOM (2,41£2.88 nporus 1,4611,64),
IS — amcnenrrmueckuii cuaaponm (5,0114,72 nporus
3,05£2,66), DS — ammapeitnsrii cuaapom (2,23+3,33 mpo-
tus 0,1911,03), AP — curApomM a0AOMUHAABHOH OOAN
(1,97£2,33 nporus 0,8+1,18), CS — koHCTHIIAITHOHHBIIH
cuappom (2,0£2,93 nporus 0,59+1,52). TenacHrus
K pasanansam MekAy mannenTamu ¢ XBIT C5A n XBI1
C1-C306 Taxxe oOHApYKEHA ITO IITKAAE CYMMapPHOIO H3-
meperns (13,72+12,72 nporus 6,04£6,14).
3axarouenne. CrereHb IPOSBACHUA AUCIIEIICHYE-
ckux paccrpoiicts y mannentos ¢ XBIT C5, moayuaro-
IIMX 3aMECTUTEABHYIO IIOYEIHYIO TEPAIIHIO IIPOTPAMM-
HBIM IF€MOAUAAH30M, DOACE BBIPAKEHA, UEM Y IAIINEHTOB
¢ XBIT C1-C36. V marmmenros ¢ XBIT C5A B 6GoAbIIIE
CTEIICHH BBIPAKEHBI AUCICIITUYECKHI CHHAPOM, ped-
AFOKCHBIH CHHAPOM M AHapeiHbii. Taknm oOpasom,
HAIHEHTBI, IIOAYYATOIIHE IIPOIPAMMHBIH T€MOANAANS,
B OOABINEH Mepe CTPAAAIOT AUCIIEIICHYECKIMU pac-
CTPOMCTBAMH H IMEIOT CBA3AHHOE C 9THM DOACE HH3KOE
Ka4ecTBO xkmu3Hm, ueM maruenTs ¢ XbI1 C1-C36.

BapurabenbHOCTb KNMHUYECKMX MPOSIBIEHMH
HNF1b-accounmnposarHoit Hedponatuu y aeten

A.B. Tonuwii (anastasia_topchiy@mail.ru), H.M. 3a#ikoBa, O.P. [upy3sunesa, C.B. Mannx

Hayu4Ho-uccnenoBartesibCKui KITMHUYECKNA MHCTUTYT NEeANaTPUU 1 [leTCKOH XUPYPrun UMeHHU akagemmuka
I0.E. Benbtuwjesa ®rA0Y BO PHUMY um. H.U. Muporosa MuH3apasa Poccum, MockBa

Variability of clinical manifestations of HNF1b-associated nephropathy in children

A.V. Topchii (anastasia_topchiy@mail.ru), N.M. Zaikova, O.R. Piruzieva, S.V. Papizh

Pirogov Russian National Research Medical University, Veltischev Research Clinical Institute

for Pediatrics and Pediatric Surgery, Moscow

AxryaspHOCTB IPOOAEMBL. SAepHBIiT dakTop rema-
torutos 1b (HNF1b)-accommuposanuoe 3adoacsamue
(OMIM #137920) — peAkOe MOHOTEHHOE 3a00AEBAHIE
C AYTOCOMHO-AOMHHAHTHBIM THITOM HACAEAOBAHFI,
00YCAOBAECHHOE ITATOICHHBIME BAPUAHTAMHI B TCHE
HNFTb. TTogeunsie mposBAeHNA 3a00ACBAHUA HAU
HNF1b-acconnnposannoii HedpomaTun BKAIOYAIOT
B ceOfl BDOKACHHBIC AHOMAAUHU PA3BUTHA IIOYEK U MO-
uesbBoAAIHX IyTeil (BAPMC), moaukmcros mouex,
TYOYAApHBIE HAPYIIEHUSA, IIPOTPECCHPYIOIIEE CHUKE-
nue yukimpn movek ¢ passuraem XITH B Mmosopom
BO3pAacTe.

IHeap paboTe1. OrieHUT XapaKTep IOYCIHBIX IIPO-
apaernit HNF1b-acconunposannoro zaboaesanns
y ACTEH C MOAEKYASPHO-TCHETHYECKUM ITOATBEPKAC-
HHEM AHATHO3A.

MarepuaAbl 1 METOABI HCCAEAOBAHUA. boian
obcaeposansr 15 aereit (TM/8A) ot HEPOACTBEHHBIX
OpPAKOB C BHIABACHHBIMH T€TE€PO3UTOTHBIME MY TAIIHAMIT
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B reae HINF7h Meamana Bo3pacra IaIrueHTOB HA MO-
MCHT KAIHHYCCKON ITOCTAHOBKU AHATHO32 COCTABASAA
17 [1®P: 6; 36] mecAreB, HA MOMEHT MOACKYASPHO—TE-
HeTHaecKoi Beprdurarun Auarnosa 26,5 [FOP: 12; 50]
MecAIa.

Bcem marmenTam OBIAO IIPOBEAECHO CTAHAAPTHOE
obcaeaosanue ¢ ornpeaesennem KOC; saekrpoanTos
kpoBu; yposuer maraus (Mg), dbocopa (P), mogesoit
KHCAOTHI, kKpeaturuna ¢ pacaerom CKP o dopmyae
CKID U25. OrieHIBAAKCE IIOKA3ATEAR 9KCKPELIII KAAB-
mud (Ca), docdaros (P), kpearnnnna (Cr); dppakmn-
onnoii akckpernu (PO) Mg, yparos (Ur), marpus (Na),
kaand (K); makcumaabHO# peabcopOruu docdartos
Ha CK® (TmP/GFR) u 3-2-mukporaobyanna. Beem
ACTSIM IIPOBOAHAOCH YABTPA3BYKOBOE HCCACAOBAHIE
(Y31) modex 1 MOYIEBOIO Iy3HIPAL.

MoAekyASpHO-TeHETHHYECKA AHATHOCTHKA BKAFOYAA
B ceh II0AHOE cekBeHupoBanue reaoma (n=1) u sxzoma
(n=7), KAMHIYECKOE CEKBEHHPOBAHIE 9K30Ma C HCCAC-



Teaucs! XIX Obwepoccuitckoit korpepenuun PLO u XXIIl Cesepo-3anaaoit Hedponorueckoi wkonsi PAO

AOBAHIEM MYTALHI B I€HAX, ACCOLHIPOBAHHEIX C II0-
AHKHCTO30M I104Y€K (n=7).

IToayuennsie pesyabratsl. [1o pesyabraram V3U
y 15/15 (100%) aereit GBIAM BBIIBACHBI KOPTUKAABHBIE
nu MCAyAAHprIe CAMHHUYHBIC UAHM MHOYKECTBCHHBIC
kuctel, y 6/15 aereit (40%) — npenarassno. V 14/15
(93,3%) aeTeil OTMEYIAAOCEH IOBBIIIIEHIE 3XOICHHOCTH
KOPTHUKAABHOIO CAOS IIOYEYHOH ITAPEHXHUMBI, U3 HUX
y 5/15 (33,3%) — npenaraasnao. Cpean BAPMC Gbian
ormedenst: y 6/15 (40%) Aereil — yMeHbIIIEHIE PAa3MEPOB
HOUEK, B T.4. Guaarepasbro y 3/6 (50%);y 7/15 (46,7%)
Aeteil — rmeaoskTasus, u3 Hux y 3/7 (42,8%) — npena-
TanbHO; y 3/15 (20%) Aeteii — Iy3bIPHO-MOYETOUHUKO-
BbIil pedparoke; y 2/15 (13,3%) aereii — yaBoerune cobu-
pareAbHOI cucremst nouek. Y 2/15 (13,3%) marmenros
OBIA BBIABACH MEAYAAAPHBIH HepOKaAbIIHHOSZ. ['n-
HepKaAbImeMus, rumo- u rumepdocdareMus ObIAK
BousiBAeHsl B 2/15 (13,3%), 1/15 (6,7%) u 1/15 (6,7%)
CAyYaeB COOTBETCTBEHHO. | MIIOKAAEMESA U IIOBBIIIIC-
HHE YPOBHA MOYEBOH KHCAOTHI KPOBU OBIAH BBIABACHBI
y 1/15 (6,7%) pebenka. Ypoers Mg KpoBu y Bcex AeTeit
OBIA B IIpeAcAax ped)ePeHCHBIX 3HAYEHUI. BBIAO BBIAB-
AeHO noBbirieHne yposaeit @D Mgy 10/12 (83,3%), PO
yparos y 9/13 (69,2%), @3 Ky 6/11 (54,5%), @D Na
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y 6/12 (50%) marmentos u yposHs B2-MukporaobyAnHa
y 5/11 (45,4%) aereit; camxenne TmP/GFR u Ca/Cr
uHACKCa OT™MedaA0ch B 3/13 (23,1%) n 3/14 (21%) cay-
4aeB cooTBercTBeHHO. CHIIKEHNE (DHABTPAIIHOHHON
pyHKITHN ITOYEK HA MOMEHT IIEPBIYHOIO OOCAEAOBAHIA
6b1A0 BEsIBACHO ¥ 15/15 (100%) Aeteit, n3 aux XBIT C2
y 4/15 (26,7%) aereir, XBIT C3a y 5/15 (33,3%) acrei,
XbBIT C36 y 5/15 (33,3%) acreit u XbBIT C4 y 1/15
(6,7%) pebenxa.

3axarouenne. HNF1b-accormpopannasn nedpo-
[IaTHA XaPAKTEPU3YETCA IIIUPOKON BAPHAOEABHOCTBHIO
ITOYEYHBIX U3MEHEHHH, CPEAH KOTOPBIX YaIle APYIUuX
BBIIBASIAUICE: IIOBBIIIICHIE 95XOTCHHOCTH KOPTHKAABHOTO
CAOf ITapEHXUMBIL, KUCTHI 1104ek, BAPMC, mpokcumans-
Hafl KAHAABLIEBAA AUCCDYHKITHA C IIOTEPEH IACKTPOANTOB
U HU3KOMOACKYAAPHBIX OEAKOB, CHIKeHHE (DHABTPA-
nuoHHOH dyHKIHK mo4ek A0 2-4 craann XBIT B Aet-
CKOM BO3pacTe. BBICOKas 9acTOTa BEIABACHUS IICPBBIX
V3-Ipu3HAKOB MOPAKEHHA [TOYCK B IIEPHOA AHTCHA-
TAABHOTO PAa3BHTHA, B TOM YHCAE ITOBBIIIICHUS 3XOTCH-
HOCTH KOPTHKAABHOIO CAOS KaK IATOTHOMOHHYHOIO
IIPU3HAKA, YKA3BIBACT HA BO3MOKHOCTD PAHHEI AHATHO-
CTHKN 3200AEBAHUA IIPH BHICOKON OCBEAOMAEHHOCTH
CIICINAANCTOB O AAHHOH ITATOAOTHH.

Brusiue yrnekucnoro rasa Ha noyeyHsie napameTpb M Bromapkepei
y NALMEHTOB C XPOHUYECKOM BonesHbio noyek

).T. TypcyHos (jakhongir-tursunov@mail.ru)
BoeHHas megmnuymnHckas akagemus, TalukeHT, Y36ekucraH

Influence of carbon dioxide on renal parameters and biomarkers

in patients with chronic kidney disease

Zh.T. Tursunov (jakhongir-tursunov@mail.ru)
Military Medical Academy, Tashkent, Uzbekistan

BBeaenne. Xpounueckas 60aesup modek (XBIT)
ABAAETCA TAODAABHOI IIPOOAEMOM 3APABOOXPAHEHNH,
VBEAHYHBAIOIICH PUCK PA3BUTHA CEPACIHO-COCYAU-
CTBIX 3a00AECBAHUH, BKAIOYAA KPUTUIECKYIO HITEMHIO
HIDKHHEX KoHeunocted. HeaaBHue mccaeaoBaHus mmo-
Ka3aAH, YTO TPAHCKYTAHHBIA MOHHTOPHHI YTACKUCAOLO
raza (TCO2) mozker Obr1b 9pPEKTHBHBIM METOAOM AHA-
THOCTHKU KpUTHIECKON urreMun. OAHAKO €ro BAUAHHC
Ha TIOYEYHbIE IIAPAMETPBI U OHMOMAPKEPHI Y HAIHECHTOB
¢ XbBIT me 0b1A0 TIHmATEABHO H3yUCeHO. AAHHOE HCCAC-
AOBaHUE HAIIPaBACHO Ha oreHKy BausaHud TCO?2 Ha o-
geqnble PyHKINH 1 OnomMapkepsl y narueHTos ¢ XbI1,
IIOABEPIIIHXCA AHATHOCTUKE KPHTHYICCKOH HIIEeMUN
HITKHAX KOHEYHOCTEH.

MeTtoAbl. B mccaepaoBaHUE OBIAM BKAFOYCHBI
98 manuenros ¢ XbII, y KOTOpEIX IPOBOAHAACH AHA-
THOCTHKA KPUTHYECKON HIIIEMUHN HILKHIX KOHCIHOCTEH

¢ ucrroapsoBanreM TCO2Z. beiau n3amepeHsr cAeAyro-
II[HE TTAPAMETPHl X OHOMAPKEPHI AO U IIOCAE HCCAECAO-
BAHNA: KPEATHHIH, MOYEBIHA, SACKTPOAHTEL, AABOYMIH-
ypus, a Takke yposun C-peaxrusuoro dOeaka (CPD)
n pubpuHOreHa. AAF OIEHKN CTATHCTUYIECKON 3HAYH-
MOCTU M3MEHEHUI MCITOAb30BaAnCh P-rect, ANOVA,
perpeccuoHHEI aHAAN3 KoKca 1 aHaAn3 BEIKHBAEMOCTH
Kamaana-Meiiepa.

Pesyaptarel. He 66140 0OHApYKEHO CTATHCTHYE-
CKM 3HAYMMBIX M3MEHEHHUI B YPOBHAX KPEATHHIHA,
MOYEBHHEI 1 SACKTPOANTOB TTocAe punmenerns TCO2
AASl AHATHOCTHKH KpuTHYecKoi mmremnun. OAHAKO
y IALUIEHTOB ¢ OoAee BBICOKOM crerenpio XbIT Obrao
3amMedeHO yBeAmdeHne aApOymunypun (p<0,05), a Takixe
noseimenne yposueir CPb u dubpunorena mocae
amarsoctuka (p<0,01). Amaaus ANOVA moarBepara
3HAYIMOCTD PASAMYHI MEKAY TPYIIIAMI C Pa3HOM CTe-
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IIEHBIO ITOYEYHON HEAOCTATOYHOCTH. PerpeccuonHbIi
anaans Kokca BBIABHA ITOBBIIIIEHHYIO aABOYMUHYPHIO
u yposau CPD Kak IPeAUKTOPH YXYALICHHUS IIPOTHO3a
y marmentos ¢ XbIT (HR=1,6 u 2,3 coorsercrerHo,
p<0,05). Amaans Kamaana-Mefiepa 1moka3aA CHuKe-
HUE BBDKHBAEMOCTH Oe3 mporpeccuposanus XbII1
y MAIUEHTOB C IOBBIICHHBIMU OHOMapKEPaMH BOCITA-
AcHud. [ToAyaeHHBIC AAHHBIC CBHACTCABCTBYIOT O TOM,
a0, x0T TCO2 siBAseTcA HE30ITaCHBIM METOAOM AMA-
THOCTUKH KPUTHYECKON MIEMHN HUKHHX KOHEYHO-
CcTell B OOIIeM, ero HCIIOAB30BAHHE ¥ manuenTos ¢ XbI1
MOZKET COIIPOBOKAATBCA YBEAHUEHUEM AABOYMUHYPUI
U ITOBBIIIICHUEM BOCIIAAUTEABHEIX OHOMAPKEPOB. DTH
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HM3MEHEHUSA MOI'YT YKA3BIBATD HA IIOTCHIINAABHOE YXYA-
IIEHNE TOYEIHON (PYHKIINU HAHM HAPACTAHNE BOCITAAH-
TEABHOTO OTBETA, YTO TPEOYET AAABHEHIIICIO U3YICHIUS
U BO3MOKHOM KOPPEKINH KAMHIYIECKHIX IIPOTOKOAOB.

3axaroueHne. AMarHOCTHKA KPUTUYECKON HIIIe-
MHUM HIDKHIX KOHEYHOCTEHR ¢ ucrioAbzoBanuem TCO2
y marueHToB ¢ XbIT Moxer BAuATS Ha ITOYEUHBIE ITa-
PAMETPBL U YPOBHE OHOMAPKepOB BocIascHusd. Baxuo
AAABHEHIIICEe H3yICHNE ITHX M3MECHEHUI AAA OITHMH-
3aIIUH ITIOAXOAOB K AMATHOCTHKE M ACYEHUIO KPHTHYE-
CKOM HIIIEMUU B 9TOH IPYIIIE ITAIIMEHTOB, 4 TAKKE AAL
IIPEAOTBPAIIEHHA IIOTEHITHAABHOTO YXYAIICHUSA TOYCY-
HOW (PYHKITHIL

BpoxaeHHas aHomanus passutus nouek v TybynapHas auchyHKums
NpY CUHAPOME TAYHC-DpOKCa: KNMHKMYeCKOe HaboAEH!E

A.M. Xoxnosa' (annkechina@gmail.com), B.A. O6yxoBa’, J1.C. [puxoguHa’

1 HayuyHo-uccnepgoBatenibCKui KITMHNYECKUA MHCTUTYT NeamuaTpumn U JETCKON XUPYPruu UMEHHN aKagemMuKa
I0.E. Benvstuwjesa ®rAOY BO PHUMY um. H.U. IMuporosa MuH3apaBa Poccun, Mocksa

Congenital anomaly of the kidneys and tubular dysfunction
in the townes-brocks syndrome: a clinical case

A.M. Khokhlova (annkechina@gmail.com), V.A. Obukhova?, L.S. Prikhodina?

1 Veltishev Research & Clinical Institute for Pediatrics and Children Surgery,
Pirogov Russian National Research Medical University, Moscow

Bseaenne. Crnaponm Tayrac—bpoxca (TBC) (OMIM
#107480) — peAkoe ayTOCOMHO-AOMUHAHTHOE 3200A€-
BaHIeE, ACCOLUIPOBAHHOE C MyTartuamu B rene SALLT.
TbC xapaxrepusyercss BapuabEABHBIM COYCTAHHECM
BPOKACHHBIX ITOPOKOB Pa3BUTHA, OCHOBHBIMHU U3 KO-
TOPBIX ABAAFOTCH AHOMAAHH aHOPEKTAABHON ODAACTH,
GOABIIIOTO MAABIIA KHCTU I HAPYKHOTO yXa. Y U THIBAA
KATO4EBYIO poAp SALLLT B nedporenese B kadecTse
(pakTOpa TPAHCKPUIIIINH, AHOMAAUH PA3BHTHA IOYECK
1 MOYEBBIBOAAIINX IIyTEH TAKKE MOIYT BCTPEUATHCA
y maruenToB ¢ ThC i OTHOCATCSA K AOITOAHHTCABHEIM
KPHTEPHAM AAHHOTO CHHAPOMA HAPSIAY C TYTOYXOCTBIO,
BPOKACHHBIMH ITOPOKAMI PA3BUTHA CTOII, TAA3 U CEp-
AEYIHO-COCYAHCTON crcTeMel. Paspurue TyOyAApHOI
AUCHYHKINH ABASCTCA KPAHE PEAKHIM IIPOABACHHEM
TBC 1 mozkeT OBITH CBA3AHO C HAPYIIIEHUEM SKCIIPECCHI
rena SAILLT He TOABKO B KACTKAX-IIPEAIICCTBCHHIKAX,
HO 1 B KAeTKaX AN epeHITIPOBAHHEIX KAHAABIIEB He-
dpomos.

Marepurasbl 1 METOABL. ACMOHCTPALIHA KAHHIYE-
CKOTO HaOAFOAEHUS 32 ACBOYKON C IATOAOTHEH ITOYEK
upu TBC mpu orcyrerBun XapakTepHOH TPUAABL IIPO-
ABACHHI.

PesyapTarer. Aesouka 2 Aet 9 MecAIeB OT IePBOIt
HOPMAABHO IIPOTEKABIICH OEPEMEHHOCTH, OT IIEPBBIX
CPOUHBIX (DH3HOAOTHYECKHX POAOB C HOPMAABHBIMH
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MaCCO-POCTOBBIMH ITOKA3ATEAAMH IIPU POKACHHHI
(macca/annma, 50-75%o), LIOCTYIIHAA B HEDpOAOrHUE-
ckoe otAeAerue MuctuTyra Beapruinesa B cBA3u ¢ ABY-
CTOPOHHEIH THITOIAA3UEH ITOYEK U IIEPCUCTHPYIOIIUMI
M3MEHEHIAMHI B AHAAN3AX MOYH B BHAC AIOKO3YPHU,
nporennypun. I1pn obcaesoBanuu usmaeckoe pas-
BUTHE CpeAHee, rapMoHm4aHOe (poct 93 cm — 50-75%q;
macca teaa 13,2 kr — 25-50%o), paxurugeckux Aedop-
MAITHH HIDKHIX KOHEYHOCTEH HE OTMEYAaAOCh, ITOKA3a-
teAn AA Ipu pasoOBBIX H3MEPEHHAX OBIAH B IIPEACAAX
HOPMAaABHBIX 3HadeHHUI (75%0 OTHOCHTEABHO ITOAA,
BO3pacta U pocTa pedenxa). MoueBoil cuHAPOM OBIA
npeacrasaet nporeunypueit (1,0 r/a; 0,2 v/cyr), anb-
Ooymunypueit (>300 Mr/r kpeaTHHHHA IIPU HOPME
<30 mr/r), MOBBIIIEHHON SKCKpenueil B-2 MuKpo-
raobyanna (417 mxr/cyr npu Hopme Ao 100 mxr/cyr)
1 HEIOCTOAHHOMN TAIOKO3ypuei (A0 2,8 MMOAB/A)
IIpH HOPMAABHOM YPOBHE I'AIOKO3HI B KpoBH. [loka-
3aTeAn KAnHmdeckoro anaansa kposu u KOC Opan
B IIPEACAAX HOPMAABHBIX 3HAYCHHM, JIACKTPOAUTHBIX
HAPYINEHUH He HaOAIOAAAOCh. BBIAO OTMEUeHO cHIke-
uue dbuapTpannonHon dyukinu modek Ao XbIT C3a
(pCKD=52 ma/mun/1,73 m2). ITpun V3U nouex Bbi-
ABAEHO YMEHBINEHNE OTHOCHTEABHOIO 0ObeMa 00enx
rouek (<3%o), IOBBIIIEHUE 9XOICHHOCTH HIAPEHXUMEL,
9TO OBIAO PACIIEHEHO KAK ABYCTOPOHHAS IMIIOIAA3HA.
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Kpome Toro, y AeBOUKI OBIAU BEISBACHBI 9KCTPAPECHAAD-
HBIE IIPH3HAKA B BUAEC AOOABOUHOM (haraHIH OOABIIIOTO
IIAABITA IIPABOM PYKH M AePEKTa CTPOEHHMSA IIEPEAHETO
AUCTKA PaAyKKH. [1pn IOAHO9K30MHOM CEKBEHHUPOBA-
HHUH y peOeHKa ObIA BEIIBAGH paHEe HE OIMCAHHbIN Ba-
puant B rere SALLT (chr16:51175421G>A) ¢.712C>T
(p.GIn238Ter) B rerepO3UrOTHOM COCTOAHHM, ACCOIINH-
posanmsi ¢ TBC, KOTOPBIIT OBIA BAAMAHPOBAH CCKBCHI-
posarem 110 CaHrepy, a TakiKe ObIA HACHTH(MUIINTPOBAH
y Matepn AesoukH (31 roA), B cOUeTaHNN C KAMHUYE-
ckrmu npossaeHnavu TBC B Buae ABycroponmeii ru-
IIOITAA3UU IIOYEK CO CHIKEHHEM (DHABTPAIINOHHOI
dyuxpm (pCKO=40,3 ma/mun/1,73 M2 — XBIT C30).

3akaroueHue. AaHHbBIN KAUHHYCCKUN CAVIAl Ae-
MOHCTpHUPYET peAkuit berorurmaecknii Bapuant ThC,
HPOABASIOIIUNACH AHIIbD OAHUM OCHOBHBIM H ABYMS

DOI: 10.28996/2618-9801-2024-2-257-258

AOIIOAHHTCABHBIMU KPHTEPHAMU, HEOOXOAUMBIMU
AASl KAMHHUYECKOI AMATHOCTUKH 3200AeBaHud. Aomu-
HUPYIOIIEH [IATOAOTHEH IIPH 3TOM BBICTYIIACT BPOK-
ACHHAs AHOMAAHA PA3BUTHA IIOYCK C PAHHUM CHIKe-
nuem pCK®. OcobeHHOCTBIO PEHAABHOTO ITOPAKEHIA
y HAIIICH IAIIMEHTKA ABUAOCH Pa3BUTHE IIPOKCUMAAD-
HOH TyOYAAPHONW AMC(HDYHKIIMH B BUAE TAIOKO3YPUHU
U HU3KOMOACKYASIPHON IIPOTCHHYPHH. Y IUTHIBAS Te-
TEPOreHHOCTh KAMHIYECKHX rposBAeHnil TBC, rounasn
AHATHOCTHKA 3200ACBAHMUA OBIAA BO3MOKHA TOABKO IIPH
IIPOBEACHHIHI MOACKYASPHO-TCHETHYECKOTO AHAAU3A, 9TO
OBIAO BaKHO HE TOABKO AAfl OTIPEACACHISA IIPOTHO32 3a-
GOAEBAHHA Y ITAIINEHTA, HO U AAA CO3AAHHSA BO3MOK-
HOCTH T€HETHYECKOTO KOHCYABTHPOBAHUSA, YIUTHIBAA
4yTOCOMHO-AOMUHAHTHBIA XapaKkTep HACACAOBAHIA
3200ACBAHUAL.

HeobblyHas TPOMOOTHUYECKAS MUKPOCHTMONATHS Y NALMEHTA
C 13BEHHbIM KOJIUTOM: KIIMHUYECKMIA CIyHaM

A.l. YerogaeBa (ayana.dondokova@mail.ru), K.A. embsHoBa'2, H.Jl. KosnoBckas'?

1 I'BY3 «'Kb um. A.K. Epamuanyesa [J3M», r. Mocksa

2 @rAOY BO Poccuiickunii yHuBepcutet gpyx6sl Hapoaos, r. Mocksa

Case of unusial thrombotic microangiopathy in a patient with ulcerative colitis

A.G. Chegodaeva’ (ayana.dondokova@mail.ru), K.A. Demyanova®2, N.L. Kozlovskaya'?
1 State Budgetary Healthcare Institution “A.K. Eramishancev City Clinical Hospital”, Moscow
2 Peoples’ Friendship University of Russia (RUDN University), Moscow

Beeaenme. Tpombormueckas MUKPOAHTHOIATAS —
CHHAPOM, XapaKTEPHU3YIOIIUICA TPUAAOH CHMIITOMOB:
MHKPOAHTHOIIATHYECKAS ITeMOANTHYECKAS AHEMHA,
TPOMOOIINTOIIEHNA TOTPEOACHHUA U HIIEMHIECKOE
IOPaKEHIE OPraHOB, IPEACTABACHHOE YaIle BCEro
octpeM mospexaenneM nodek (OIIIT). B ocmose
pasButus TMA ACKHT TTOBPEKACHHE SHAOTEAHA Pas3-
AMYHBIMU MEXaHH3MAMH C IIOCACAYIOIITHM TPOMOOOO-
PA30BAHHEM B COCYAAX MHKPOI[HPKYASTOPHOTO PYCAQ.
TpaAUIIHOHHO BHACAAIOT HepBuyaHble hopmer TMA
(aI'VC, STEC-I'VC, TTII) u Bropuvnbie BApUAHTHI,
ACCOIMUPOBAHHBIC C OIYXOAfMU, ACKAPCTBAMH, ayTO-
MMMYHBIMA 3300AEBAHHAMHI U Ap., IIPUYEM B CTPYK-
type TMA 11peo0AaAaroT HIMEHHO BTOPUYHBIE (POPMBL
Cayuan passurus TMA mpu BoCImaAnTeABHBIX 3a00A€-
pannAx kumednnka (B3K) kpaiine peaxn, x HacTosd-
IIIEMY BPEMA OITMCAHO AHIIb TPOE ITAIINEHTOB C TAKHM
COYETAHUEM, AAHHBIE ITPEACTABACHBI B TabAnIe. [Ipn-
BOAHM COOCTBEHHOE HAOAFOACHHE PA3BHTHA AOKAABHO
noueunoir TMA y marmenTa ¢ A3BEHHBIM KOAHTOM
(IK).

Omnucanne. Myxuuna 44-x ACT C AAUTCABHBIM
anamue3oM JK mmoaydaa pamee rAIOKOKOPTHKOCTEPO-
nAbl (I'KC) u mpernapatsl rpyIims! 5-aMIHOCAAUIIIAOBOM

KHUCAOTHI (CyAbPACaAA3HH, MECAAASHH) IIPU OOOCTPEHUH
6oaesnn. [TaToAornro movek B aHaMHe3e OTPHUIIACT, OA-
Haxo sCr o1 2022 1. 108 mxmoas/ A (pCKD 72 mMa/Mum).
B mae 2023 r. — ogepeaHoii kypc MecaraszuHa. Crycra
2 MecsIa TOSBHANCH TOAOBHBIE DOAH, TOIIIHOTA, PBOTA,
CHIKEHME anmeTuTa. Briepssie 3aduxkcupopano mo-
soierne AA Ao 220/120 mm pr.cT., 31IH30A HOTEPH
cO3HAHUA, B CBA3M € 4eM rocuurasnsuposan 8 'Kb
nm. A.K. Epavnmannesa. [1pu obcaeposannn sCr
512 mxmoan/ A, Hb 104 r/ A, MUHIMAABHOE HOBBIIIICHIE
yposust AAT (297,4 ME/A), TpombonroneHun Her.
B cesisu ¢ mesicroit mprrannoi OIIT sermoanera zedpo-
OuorCHs, BBEIABACHBI IIPU3HAKI OCTPOH (B 3-X KAYOOUKAX
SPUTPOLIUTAPHEIC CAAAKH H CTA3BI KPOBHU, AOKAABHBIH
TPOMOO3 KAIIMAASIPHBIX IIETEAD, B APTEPHOAAX PACIIIIPE-
HHE CYyOHAOTEANAABHOTO IIPOCTPAHCTBA, HHTPAAFOMH-
HAABHBII TPOMOO3 IIPUHOCHIIIEH aPTEPUOABL, MYKOHA-
HOe HaOYXaHHE HHTUMBI apTepuii) 1 xporngeckoir TMA
(bHuOpPO3 MHTUMEI ApPTEPHIA, APTEPUOAOCKAEPO3) B CO-
YETAHNUU C THIIEPTPOMHUEH MBIIIIEIHOIO CAOA ApTEPUIL
U HHTEPCTHNHAABHEIM (prOpo3om (40-50% maomaam
ITAPEHXHMBEL). YUUTHBAA HAAMYHE IPU3HAKOB OCTPOM
TMA 110 AarHEBIM HePOOHOIICHH, HECMOTPSA HA OTCYT-
CTBHE €€ TEMATOAOTHYECKIX HAPYIIIEHHH, ITPOBOAUAHCH
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Ta6bnuuya
OnwucaHue cnyyaes pa3sutua TMA y naumnenToB ¢ AK
Onvtenb- ~
WccnepoBaHua Bospacr, HocTb AK, Jleuenne HAK MATA Tpom6o onry Bbuoncna TleHeTuKa Nevenne Ucxop,
ner ner uymtoneHna 30T JKY
1.Webb TN, TKC, ] B BocctaHoBneHne
CLUA 2015 I 4 6-MepKanTonypuH + i + + byHKUMN
2.Viada Bris JF,
Vicnanus 2019 15 2 A3A, MC3,TKC,A M + + +/+ + CFH, MCP + Xbn cs54
A3A, nHdnnKcmab,
3.@zbay LA, 26 3 AIM, TKC, 4 + +/+ + DGKE " BoccTaHoBneHve
NaHnAa 2019 byHKUMUN
Befonn3ymab
4, ﬂ,aHHbJM 24 17 [KC, cynbdacanasvH, ) +/- + ) ) XEM C4
cnyyan MC3

MpumeyaHus: TKC - rmiokokopTukocTeponabl, A3A — AzatnonpuH, MC3 - mecanasuH, ALl - apanumyma6, IKY - akynusymab

TpaHCY3UH CBEKE3AMOPOKEHHOH ITAA3MbI, HA3HAYCHBI
arrukoaryAsaTHada Teparna HMI, 3-x kommonenTHas
AHTHITIICPTEH3UBHAA Teparud. B pesyabrare AcdeHus
orvedeHo cHmkerne sCr A0 267 MKMOADB/ A, HOpMAAH-
sars A, Beirmoanennoe B AAABHEHTIIEM TEHETHYCCKOE
FICCACAOBAHME CHCTEMBI KOMITAEMEHTA HE BBISBHAO ITa-
TOTEHHBIX MyTaImii. B macrosmiee Bpema A/ crabuapHO
HOPMaABHOE, (DYHKIIHS IIOYEK OCTACTCA CHIDKEHHON

(pCK® 20 ma/mMuH).

DOI: 10.28996/2618-9801-2024-2-258-259

O6cyxaenne. [Ipiarna rokaabHO mouednoin TMA
y marmenTa ¢ SIK me acaa. HeAbss mckarounts passu-
A Bropraroro al 'V, acconnmpoBaHHOTO € TAKEAON
apTepHAABHON THIIEPTOHUEH, AYTONMMYHHBIM 3200A€-
BAHHEM UAM ACKAPCTBEHHBIM IIPEIIAPATOM (MECAAAZTH),
a TAK/Ke COUETAHMEM IIepeancAeHHEIX (hakTopos. [Tpea-
CTABAEHHOE HADAFOACHHE HAAFOCTPUPYET CAOKHOCTH
AMATHOCTHKH B CAy4ae HertoAHOH TMA, ricroaormde-
CKaf KAPTHUHA KOTOPOM OKa32AaCh CAYIAHON HAXOAKOM
IIpy OUOIICHH ITOYKIL

OcobeHHOCTH TPOMBOLUTAPHO-COCYAMUCTOrO reMoCTa3d
Y XEHLUMH C XPOHUYECKOM BONE3HBIO MOYEK NMPU OCTIOXHEHHOM

TeueHun bepemMeHHOCTH

E.B. lllectepo? (shestero.doc@mail.ru), U.I'. Hukonsckas?, O.H. BerynHHukoBa’

1 I'bY3 «MockoBcKkuii 061acTHOH Hay4YHO-UCCIIe[0BaTesIbCKUI KITMHUYECKUNA MHCTUTYT uM. M.®. Bnagummpckoro»

Mun3gpaBa MockoBcko# obnactu, Mocksa, Poccus

2 [BY3 «MockoBckuii 0611acTHOM Hay4YHO-UCCIIe[0BaTeNbCKNI MHCTUTYT aKyLLUepCTBa U ruHekonorun» MuH3gpasa

Mockosckoi obnactu, Mocksa, Poccus

Features of platelet-vascular hemostasis in women with
chronic kidney disease and complicated pregnancy

E.V. Shestero! (shestero.doc@mail.ru), I.G. Nikol'skaya?, O.N. Vetchinnikova’

1 Moscow Regional Clinical and Research Institute by M.F. Vladimirsky, Moscow, Russian Federation
2 Moscow Regional Research Institute of obstetrics and gynecology, Moscow, Russian Federation

AxryaapHOCTB. Hanmdane xpoHudeckoii 60Ae3HH
ITOYCK YBEAHYNBACT PUCK PASBUTHA IIAALICHTA-ACCOLIU-
HMPOBAHHBIX OCAOKHEHHI IIPH OEPEMEHHOCTH, OAHAKO
MEXAHN3M AAHHOTO ITPOIECCA MAAO U3YUEH.

Leap. OueHurs cocrofHue TPOMOOLUTAPHO-CO-
CYAHCTOTO remocrasa y depemennsx ¢ XbII 1-3 cr.
U IAQIIEHTA-ACCOIUUPOBAHHBIME OCAOKHEHUAMHI —
npeaxaamicuet (I10) u dperomaarenTaproit HeaoCTa-

tTounoctpro (BITH).

258 Hedponorua m gnanus - T. 26, N2 2 2024

Marepuaa u MeToABI. B HabAroAaTEABHOE HICCAC-
Aosanne BrAroueHsl 150 sxenmun (Bospact 2914 aer)
¢ XBbIT 8 III TpumecTpe OepemMeHHOCTH (OCHOBHAA
rpyma): XBIT1 cr. — 58, XbI12 cr. — 45 u XBIT 3 c1. —
47 senrun. I'pymnmy cpaBaenns cocraBuan 20 3A0po-
BBIX OEPEMEHHBIX TAKOTO 7K€ BO3PACTa U CpOKa Oepe-
mennoctn. KomiaekcHoe KAMHHKO-AabOpaTopHOE
0DCAEAOBAHME BKAIOYAAO AHAAM3 KAMHUYECKON CHM-
IITOMATUKA U HCCACAOBAHHE TPOMOOIINTAPHO-COCYAH-
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CTOTO 3BEHA TEMOCTA34: KOAHYECTBO U (DYHKIIMOHAABHOE
COCTOSAIHIE TPOMOOIIUTOB, YPOBEHb FTOMOIIICTENHA, AH-
nuAHBIH criextp. Cratucrudeckas o0padOTKa AAHHBIX
IIPOBEACHA € HCIIOAB30BAHUEM IIporpaMmsl 'Statistica
10"; 32 ypoBeHb CTATUCTUYECKON 3HAYMMOCTH IIPUHAT
p=0,05.

PesyapTarsel. B ocnosroil rpynme 74 (49,3%) xen-
IIIHHBL PASBHAHN OCAOKHCHUS, B IPYIIIC CPABHCHIS Ta-
koBbIX He Ob1A0. [1D 1 OITH Amarsoctuposass y 55
(74,3%) senmun pu cpoke bepemernoctn 37 (34;38)
meaeas: pu XbIT 1-2 cr. y 33 (32,0%) 1 mpu XBI1 3 cr.
y 22 (46,8%) 6epemennsix. I10 ¢ ®ITH B couerannn
c octpeM roBpexacaueM rouex (OITIT) amaraocrupo-
Banbl y 19 (25,7%) aeHmH mpu cpoke OepeMeHHOCTH

35 (32,5; 37) meaear: npu XbBIT 1-2 ct. — vy 3 (2,9%)
n ipu XBIT 3 cr. —y 16 6epemennrix (34,0%).

V 6epemennnx ¢ I10 u ®ITH perncrpuposasocs
HAPACTAHHE KOAUYECTBA TPOMOOIIUTOB U YBEAUICHIIE
CbIBOpOTOLIHBIX KOHL[CHTP?].L[I/II;‘I TOMOIIMCTENMHA 1 AM-
IIHAOB, OTPAKAIOINUX COCTOAHIE TPOMOOIIUTAPHO-CO-
cyAmcToro remoctasa (tada.). Hanboaee BorpakeHHbIE
n3MeHeHuA umeAn xenmuHbsl ¢ XBIT 3 cr.

3akaroueHue. PasBurne AaleHTa-aCCOIMUPOBAH-
HBIX ocAoxkHeHu# y 6epemennerx ¢ XBIT 1-3 cr. co-
IIPOBOKAACTCS KOMIIACKCHBIMI HAPYIICHUAMI B TPOM-
OOINTAPHO-COCYAHCTOM 3BEHE MATEPUHCKOI CHCTEMBI
reMOCTa32, HANOOACE BRIPAKEHHBIME Y skeHIIuH ¢ XbIT
3cr.

Ta6bnuuya

CocTosHME TPOMGOLUTapPHO-COCYANCTOrO remocTasa y 6epemeHHbix ¢ XBIM 1-3 cT.
1 NnaueHTa-accoLMpoBaHHbIMU OCNOXKHEHUAMU U B rpynne cpaBHeHna [Me (Q1-Q3)]

BepemeHHbie ¢ XbI 1-2 ¢T. (n=103)

BepemeHHbie ¢ XBI 3 cT. (n=47)

bepemeHHble

Mapamerp 6e3 XBI

OcnoXHeHus-
(n=67)

OcnoXxKHeHua+
(n=22)

OcnoXXHeHus-
(n=9)

OcCnoXHeHna+
(n=33)

TpombouuTsl, X109/n 181 (148,5; 209) 204 (176; 278)*

CpepHui o6bem

234 (204; 280)* ** 193 (175; 221) 227 (198; 260)* **

TPOMGOLMT, N 6,1(51;7,5) 5,9(5,3;6,9)
Lo ) [ L L 17,6 (17,4;18,1) 17,8(17,4;18,1)
TpombounToB no o6bvemy, %

AB®-arperauua 58,0 (56,1; 62,2) 58,1 (54,0;61,1)
TpombouunTos,%

[omoumcTenH, MKMOosb/Ji 7,3(7,1;8,0) 7,3(59;9,5)
XonectepuH, Mmonb/n 7,1(58;7.9) 7,1(6,0;8,1)
JIunonpotenapl HA3KOM 443,7:53) 46038 53)
MAOTHOCTW, MMONb/N

Jlunonpoteunabl BbICOKO 21(17:22) 20(17:2,2)
MAOTHOCTW, MMONb/N

Tpurnuuepuabl, MMosb/ 2,0(1,7;2,5) 2,5(1,8;3,2)

59(51;69)

17,6 (17,1;18,1)**

5,9(5,3;6,6)

17,8(17,4;18,2)

56(4,8;6,1)

17,3(17,1;18,1)

58,1(54,3;63,2) 55,2(28,1;62,2) 52,5 (47,1; 58,3)*
8,1(6,1;10,7) 8,4(7,9;13,7) 10,8 (8,2; 12,9)* ** #
7,2 (6,4;8,5) 9,9(7,1;11,8)* 84(7,7,94)%#
4,6 (3,9;5,9) 6,3 (4,3;3,2)* 59 (4,6;7,2)*#
2,0(1,8;2,4) 2,4(2,1;3,1)* 2,3(2,1;2,8)*#
2,5(2,1;2,9) 2,5(1,9;3,7) 32(27;36)**

Mpumeyarue. AI® — apeHosnHAndOCHaT; * — PasnMuKA CTaTUCTUYECKUN 3HAUVMbI MEXAY MapameTpamm y 6epemeHHbIx ¢ XBIN 6e3 0CNOXKHEHWI 1 B rpynne CPaBHEHNS;
** — pa3nnuMA CTaTUCTUYECKM 3HaUMMbI MeXy NapameTpamu y 6epemeHHbix ¢ XBI ¢ ocnoxHeHuAMN 1 6e3; # — pas3nnumna CTaTUCTUYECKN 3HaUMMbl MeX Ay napameTpamm

y 6epemeHHbIx ¢ XBIM 1-2 cT. 1 XBIM 3 CT. M 0cnoXHeHnAMM
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Mudopmaups

Kadeapa Hedbponorum nevebHoro bakynbreta

HOW "Boicwas wkona knuHmnyeckom megmumHbl um. H.A. Cemawko"

PdreQY BO POCCUMMCKMN YHMBEPCUTET MEAMLIHDI
MWH3OPABA POCCUM

Yue6GHO-IIPON3BOACTBEHHBIH MAAH KaeApsI HeppoAOTHH Ae4eGHOTO (haKyAbTETA
HOMU «Bricmas mkosa kauandeckoii meaunmael um. H.A. Cemarxo»

®I'BOY BO POCCUNCKUN YHUBEPCUTET MEAULIMHBI MUH3APABA POCCUU

Bua oGyuenns:
Ne HaumenoBaumne nukaa, T - mpodp. . Aara
ILEPEILIOATOTOBKA Kourtunrenr caymareaei
n/u MPOAOAYKHTEABHOCTD 1K — rroBperme IIPOBEACHUA
KBAANDUKAITII
IIPY HAAHYHUH HOATOTOBKH B HHTEpHATYPE/
OPAMHATYPE IO OAHOH M3 CHENUAABHOCTEIL:
«AHECTE3HOAOTHA-PEAHNMATOAOTH»,
«l"acTposHTEpOAOIIY, CACTCKAS XHPYPIHS»,
1 |Hedpoaorus, 576 u I1I1 «Aerckas ypoAOIUs-aHAPOAOT U, «AeTCKas c29.01.2024
o 17.05.2024
SHAOKpHHOAOTHMD), «Kapanosornsy, «Obmasn
BpadcOHAS IIPAKTHKA (CCMEHHAS MCAULIHA)Y,
«[Teamarpus», «Teparms», <Y pororusy, «Xupyprusm»,
«DHAOKPHHOAOTHA)
Bpav-HePOAOT, BPAu-TEPAIIEBT, Bpad OOIIe
5 AxTyaAbHBIE BOIIPOCHI MK BPAvEOHOI IPAKTHKH (CEMEITHAA MEANIIHHA), Bpad- ¢ 05.02.2024
He(POAOTHH U AMaAn3a, 144 u PEBMATOAOT, BPad-9HAOKPUHOAOT, Bpad-Kkapanoaor, | 1o 01.03.2024
BPAY-yPOAOT
KAroucBbIc BOIPOCH MK Bpaq—liecp}}ozxori Bpat-TEPaIlenT, Bpas obreit 03204
3 | AmarocTHKH 1 AcveHms JS—— BpadcOHOI IIPAKTHKN (CeMEHAA MCAHIIIHA), BPAd- ¢ 11.03.
Boacameii mouex, 72 @ AOT PEBMATOAOT, BPAad-3HAOKPHHOAOT, Bpad-kapAroAor, | mo 22.03.2024
BPAY-yPOAOT
K Bpav-HePOAOT, BPAtI-aHECTE3HOAOT-PEAHMMATOACT,
4 AxTyaAbHBIE BOIIPOCHI J— BPaY-YPOAOT, BPaU-XHPYPr, BPAd-ACTCKUE XHPYPT, ¢ 18.03.2024
TPAHCIAAHTAIIUH ITOYKH, 36 U AOT BPAY-CEPACTHO-COCYAUCTHIN XUPYPpT, Bpad-yposor, | 1o 22.03.2024
BPAY-TPAHCIIAAHTOAOT, BPAY-TIATOMOPHOAOT
Bpad-HePOAOT, Bpau-TepaIesT, Bpad oOImei
5 AxryasbHBIE BOITPOCHI K BpadcOHOI MPAKTHKN (CeMEHHAA MCAHIIIHA), BPA- ¢ 01.04.2024
He(POAOTHH U AMaAn3a, 144 u PEBMATOAOT, BPAY-9HAOKPHHOAOT, Bpad-KapAnoAor, | 1o 26.04.2024
BPAY-yPOAOT
KocrHo-MuBepasbHBIE K Bpav-HePOAOT, BpAau-TEPAIIEBT, Bpad OOIIeH
¢ |HapymieHus npu J— Bpa4eOHOI IPAKTUKN (CeMEeHAS MEAHIIIHA), BPAd- ¢ 13.05.2024
XPOHHYECKOU 00Ae3HH AOT PEBMATOAOT, BPad-3HAOKPHHOAOT, Bpad-kapAroaor, | 1o 17.05.2024
rmouex, 36 1 BPaY-ypOAOT
IIPY HAAMYHUH HOATOTOBKY B HHTEpHATYPE/
OPAMHATYPE TI0 OAHOM 13 CIIEIINAABHOCTEH:
«AHECTE3HOAOTHA-PEAHNMATOAOTH»,
«l"acTposHTEpOAOIIY, CACTCKAS XUPYPIHS»,
7 |Hedpoaorus, 576 u I1I1 «Aerckas ypoAOIUA-aHAPOAOT U, «AeTCKas ¢ 07.10.2024
o 27.12.2024
SHAOKpHHOAOTHMD, «Kapamosornsy, «Obmasn
BpadcOHAS TIPAKTHKA (CEMEHHAS MCAUIIHA)Y,
«[Teamatpus», «Teparms», <Y pororusy, «Xnupyprus»,
«DHAOKPHHOAOTHA)
Bpav-HePOAOT, Bpau-TEPAIIEBT, Bpad OOIIei
3 AxTyaAbHBIE BOIIPOCHI K BpaueOHOII IIPAKTHKH (CEMEIHHAS MEAUIIIHA), Bpad- ¢ 09.09.2024
He(POAOTHH U AMaAN3a, 144 u PEBMATOAOT, BPa4-3HAOKPHHOAOT, Bpad-kapAarnoAor, | 1o 04.10.2024
BPaY-ypPOAOT
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Bpau-nebpOAOT, BpAU-AHECTE3UOAOT-PEAHIMATOAOT
p p > BP p )

IK .
9 AxTyasbHBIE BOIIPOCHI e HbmereHmey | FPATYPOAOT, BPRt-XHPYPT, Bpat-ACTCKHTT XHPYPT, ¢ 30.09.2024
TPAHCIAAHTAIIUY IIOYKH, 36 U p AOT BpPaY-CEPACUHO-COCYAUCTHIN XUpypr, Bpad-yposor, | 1mo 04.10.2024
BPAY-TPAHCIIAAHTOAOT, BPa9-IIaTOMOP(OAOT
Bpav-He(POAOT, Bpad-TepariesT, Bpad oOIeit
10 AxryaAbHBIE BOIIPOCEI K BpavecOHON IPAKTHKHU (CeMEHHAA MCAHIIHHA), BPAY- c 14.10.2024
He(POoAOTUY U AMAAU32, 144 1 PEBMATOAOT, BPau-3HAOKPHHOAOT, Bpad-kapAanoaor, | mo 11.11.2024
Bpav-ypoAOr
Bpav-HePOAOT, Bpau-TeparesT, Bpad oOImei
KaroueBble BOIIpoChI IK P Cb}“) PP parieet, 5p »
BpaueOHOM IIPAKTHKH (CeMEHHAA MEAUIINHA), Bpad- ¢ 21.10.2024
11 | AmarsocTuxH B AcuermA ¢ HPHMEHCHHEM | e pmatoAor, BpaT-sHAOKpHHOAOT, Bpad-KapArosor, | 1o 01.11.2024
GoAe3Hel moyek, 72 u AOT p » PP PHHOAOL, Bp p ’ o
BpPaY-ypOAOT
Bpav-HePOAOT, Bpad-TepariesT, Bpad oOImeit
Xponuueckaa 60Ae3Hb TK P Lp? Aot BP Panest, 5p »
BpadcOHON MPAKTHKN (CEMEHHAA MEAWIIHHA), BPAY- c 05.11.2024
12 | mouek, M36paHHBIE BOIIPOCHI, | C IIPUMEHEHHCM
36 AOT PEBMATOAOT, BPau-3HAOKPHHOAOT, Bpad-kapanoaor, | mo 11.11.2024

BPAY-YPOAOT

broasxeTHbIe MecTa HA IIUMKABI HOBBIICHHIA KBAAN(PUKAIINI U IIPO(MECCHOHAABHOM ITEPEITOATOTOBKI IIPEAOCTAB-
ASIFOTCA TIOCAE (DOPMHUPOBAHMA 32ABKH Ha [lopTase HEIIPEPBIBHOIO MEAMIIMHCKOTO B (hapMareBTHIECKOro oopa-
soBarnA Munsapasa Poccum.

Konrakrasiii reaedon: +7 (985) 66-400-28 E-mail: kafedra.nefrolog@yandex.ru
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NHudbopmaums ans asTopos

O XYPHAIJIE

Kypraa «Hedpororns n amaans» — opunmaspHerii xypaaa Poccuiickoro AmaausHoro obmecrsa 1 TBopueckoro
obbeannenns Aetckux Hedposoros. Kypraa «Hedposorns i Amasms» aApecoBaH Kak KAMHUIIACTAM-IIPAKTH-
KaM, TaK U CIEIIMAAICTAM-HCCACAOBATEAAM B 0OAacTH Hedpoaornn. B kypHase myOANKyIOTCA OO30PHI H ACKITHH
110 IIIMPOKOMY KPYIY BOIIPOCOB HE(DPOAOIMH U AMAAM3Q, A TAKAKE CMEKHBIX AMCIIUIIAMH MEAHIIMHEL, OPUTHHAAD-
HbIE CTATBU, KPATKHE COOOINEHHUA M 3aMETKH M3 IIPAKTHKH, 4 TAKAE ITEPEBOABI MEKAYHAPOAHBIX PEKOMEHAAITHI
1 nHMOPMAIHA O HAAHUPYIOIIUXCA U COCTOABIIMXCA KOH(EPEHIINAX, CAMITO3UYMAX M ChE3AAX.

PELLEH3NPOBAHMUE

Bcee IIOAYYICHHBIC pyKOHI/ICI/I HﬂHpaBA}HOTCH Ha pCHeHSI/HO ABYM SKCHGPTaM. HpI/IHHTbIC K HY6AI/IK3HI/II/I CTaTbH,
BKAIOYAAd pa6on>1 aCHI/IpaHTOB, HY6AI/IKYIOTCH OecriAaTHO. HpI/I OTKAOHCHHUHN CTAaTbU aBTOpaM HaHpaBAﬂCTCH MO-
TI/IBI/IpOBaHHOC 3aKAIOYCHUC. PeAaKHI/IH OCTABAfIET 32 COOOM HpaBO Ha TEXHUYCCKOC pCAaKTI/IpOBﬂHI/IC pyKOHHC@I‘/II.

MHAEKCUPOBAHMUE

Penensupyembrii HayanbIii KypHaA «Hedpoorns m AmaAns» BXOAUT B IlepeUeHb HAYYHBIX H HAYIHO-TEXHUIECKIX
HEPUOAMYECKHX H3AAHII PP, peKOMEHAYEMBIX AAS TTYOAHKAIIIH PE3YABTATOB AMCCEPTAIIMOHHBIX HCCACAOBAHUIT,
KypHaA BKAFOUeH B 0a3y aannbix Russian Science Citation Index ma maardopme Web of Science. C 2018 roaa wyp-
HAA HHACKCHPYETCA MEKAYHAPOAHOM 6a3011 HayaHoro nuruposanud Scopus. Haunmas ¢ 4-ro momepa 2017 roaa,
BCE CTATbH, OIYOAMKOBAHHEIE B sKypHaAe «Hedbpororus u Amasns», HHAEKCHPYIOTCA B MeKAYHAPOAHOI cHCTEME
1IPOBBIX OOBEKTOB H IIOAYYAIOT HHAUBHAYaAbHBI HOMep DOL.

NMPABWUIJIA AJ19 ABTOPOB

Pyxonmcyu npuHEMAOTCA K PACCMOTPEHHUIO TOABKO IIPH YCAOBUHU UX 0(POPMAEHUSA 110 CAEAYIOIIHM IIpa-
BHA2M, C(hOPMYAUPOBAHHBIMU B COOTBETCTBHH C TPEOOBAHMAMH MEKAYHAPOAHOM 0a3bl HAyUHBIX M3AA-
mmii SCOPUS.

HOPMbl HAYYHOW U1 NYBJIMKALMOHHOM 3TUKU

Pepaxiius AeHCTBYET B COOTBETCTBUH C HOPMAMH HAYYHOI 1 ITyOAMKAIIMOHHOM 9THKN, CPOPMYAHPOBAHHOM B Ae-
KAAPAIUAX ACCOLMALMN HAYIHBIX peAakTopos u u3aateaeil (AHPI, http://www.naukaran.com/avtoram/etika/)
u Komurera o nybankanmonnoit stuke (Committee on Publication Ethics (COPE), https://publicationethics.
otg/tesources/guidelines). B cayuae rpyObix HapyIeHMil IyOANKAIIMOHHOM STHKH CTATHS MOKET OBITH OTO3BAHA.

CyLecTBEHHbIE MONOXEHUS

Asmopcmso cmamait: CIIICOK aBTOPOB AOAJKCH OBITH OI'paHMYCH TEMH, KTO BHEC 3HAYUTEABHBII BKAAA B KOHIICII-
ITHIO, AHBafIH, IIOAYYCHHC MAH MHTCPIPETAIIIIO PE3YABTATOB HCCACAOBAHMUS.

Opuzunarvrnocmo mexcma u naazuam: aBTOPH HECYT OTBETCTBEHHOCTD 33 OPHIMHAABHOCTB PAOOTHI, 1, €CAN
ﬂBTOpr HCIIOAB30BAAH pﬁ6OTY I/I/I/IAI/I TEKCT ApyI‘I/IX ﬁBTOpOB, 9TO AOAKHO OBITD COOTBETCTBYIOIIUM O6pﬁ3OM oT-
pﬁ)KCHO u HpOHI/ITI/IpOBaHO.

Aocmyn k dannvim: aBTOpaM OPUTHHAABHEIX PAOOT PEKOMEHAYETCA C(DOPMYAUPOBATH YCAOBHA IIPEAOCTABACHHS
HCXOAHBIX AAHHBIX, HAIIPHIMEpP «HCXOAHBIE AAHHBEIE MOTYT OBITH IIPEAOCTABACHBI ITO 3aIIPOCY, HAIIPABACHHOMY
Ha aAPEC KOHTAKTHOIO AHMIIA». DTO AOAKHO OBITh YKa3aHO B ITNCHME IIPU HAITPABACHHU PYKOIIHCH B AKYPHAA.

Mnozoxpamnas uin napairesvnas nyoiuKayus: aBTOPbl He AOAKHEI ITYOAMKOBATH PYKOIINCH, OITHCHIBAIOIIINC
IIPAKTHIECKH TE € MCCACAOBAHHA B OOACE YEM OAHOM KYPHAAE MAM HEPBUYHOMN ITyOANKAIIIN.

Dyndamenmanrvtvie omubxu 6 0nyOIUKOBANHBIX PAOOMAX: KOTAL ABTOP OOHAPYKMUBACT 3HAYUTEABHYIO OIIHOKY
HAM HETOYHOCTD B CBOEI OITyOAMKOBAaHHOI paboTe, OH (OHH) 0OA32H OIEPATUBHO YBEAOMHTH PEAAKTOPA KYPHAAL
HAM U3AATEAS M COTPYAHHYATD C PEAAKIIHEH, YTOOB OTMEHHTH MAH HCIIPABUTH AOKYMEHT. B cayuae, ecan pabora
yiKe OIyDAMKOBAHA, ABTOP AOAKEH OIIEPATUBHO IIPEAOCTABUTH HCIIPABACHHUA AAS IIYOAMKAITIH B PA3ACAE erratum.

Onacuote semecmea uiu npoqeaypu, Imuxka 06pau¢eﬂu}z c ./lloabMu UAU HUBOINHBIMU: 3AABACHUA O COOT-
BETCTBUU ITPUHATHIM HOPMam 0E30I1aCHOCTH UAY OTUKHU HCO6XOAI/IMI>I, €CAHM B p36OTC HCIIOAB3YVIOTCHA XUMHIYCCKHE
BCIIICCTBA, ITPOIICAYPBI HAK O60pyAOBaHI/IC, KOTOPBIC MOIYT IIPCACTABAATH OITACHOCTDb, MAN €CAM MCCACAOBAHHC
CBA32AHO C UCITIOAB3OBAHUEM KUBOTHBIX AW AIOACfI.

Mcmoap3oBanme H306paH(CHHfI ITAMMCHTOB MAM IICPCOHAADPHBIX AAHHBIX: MCCACAOBAHMA ITAITUCHTOB MAK AO6pO-
BOABIICB Tp€6y}OT OAO6p€HI/IH STUYECKON KOMUCCHU T I/IH(i)OpMI/IpOBaHHOI“O COTAACHs, KOTOPBIE AOAKHBI OBITH
IIPCACTAaBACHBI BMECTC C PYKOIIHCBIO.
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Packporrre nCTOYHUKOB (DHHAHCHPOBAHUA B OAATOAAPHOCTI: HAAAEKAIIIEE IIPH3HAHUE HCTOYHHKOB (PUHAHCO-
BOI ITOAAEP/KKH 1 CYIIIECTBEHHOM ITOMOIIN B ITPOBEACHHH HccAeAoBarnd. Harpumep: «Pabora (qacTuano mAm
IIOAHOCTBIO) ITOAAEP/KAHA IPAHTOM HAH KOHTPAKTOM (YKa3aTh HCTOYHUK (DIHAHCHPOBAHIA)» HAH «aBTOPHI OAAro-
AapsaT VL.V, FlsaroBa 32 TOMOIIE B IPOBEACHUH N3MEPEHHI Ha..» U T.IL.

KOH®JIUKT UHTEPECOB

Packporrue natepecos. C 2011 1. peaakiius ;xypHaAa BBeAd B KAYECTBE O0A32TEABHOIO TPEOOBAHIA K ITyOANKYEMbBIM
MaTepUAAAM PACKPBITHE (PHHAHCOBOM 3aMHTEPECOBAHHOCTH aBTOPOB. B KoHIle myOAmKanum mepes Onbanorpa-
(prraecKnM CIIICKOM CACAYET 3aABUTH O HAAMYHH HAH OTCYTCTBAM (PHHAHCOBOM 3aMHTEPECOBAHHOCTH, HAITPHIMEP:

* Huxro us aBTOpOB HC UMECT KOH(pAHKTOB I/IHTGPCCOB (Ha PYCCKOM 1 AHTAHUICKOM HSBIKe);

* ®.M.O. sBasercs (yKa3aTh CTATYC — HAIIPHMEP, COTPYAHHKOM KOMITAHIH, OITAQYUBAEMBIM ACKTOPOM I T.A.).

MNPEACTABJIEHUE PYKOIMUCK B PEOAKLUNIO

PyKOIIHCh CTATBU IPEACTABASETCS B PEAAKLIUIO TI0 2APECY:
http:/ /journal.nephro.ru/index.phprr=journal /contentView&id=34.

NPABUJTA ODPOPMJIEHUS PYKOMUCU

>KypHaA I10 KEAAHHTIO aBTOpOB Hy6AI/IKyCT pykomucu Ha pYCCKOM HAHM HA AHTAUIICKOM S3BIKAX. HQ.SBaHI/IC, CIIMCOK
aBTOPOB U HX ’rlApCC’rl, HOApO6HbII>'I pecbepaT, CITMCOK KAFOYCBBIX CAOB, HAa3BaAHUA Ta6AI/IL[ n pI/ICyHKOB, ITOAIINCH
K HUM U CIITMCOK I_II/ITI/IpyeMbIX HCTOYHUKOB AOAYKHBI OBITD HpeACTaBAeHH 1 Ha PYCCKOM, 1 HA AHTAMICKOM fI3BIKAX.

Pyxoruce mpeacTtaBaserca B BuAe daiira popmara *.doc, *.docx manm *.rtf (depes moaropa nnreppana mpudrom 12-
ro kerad Times New Roman). Tabantisr (B popmare MS Word) n moarmcu k pucyHKam AOAKHBI OBITH Pa3MEIeHBI
B OAHOM (DafiAe C OCHOBHBIM TEKCTOM CTATBHH HA OTACABHBIX CTPAHMIIAX IIOCAE CITNCKA HCIIOAB30BAHHEIX HICTOYHHKOB.

Ha mepBoii crpanmIiie yKaspIBaroTCA: HA3BAHME CTATHH HA PYCCKOM M AHTAHMICKOM A3BIKAX, (DAMHAMH aBTOPOB
HA PYCCKOM M AHIAHFCKOM A3BIKAX C HHUIIMAAAMHI (MHHUITHAABI AOAKHBI CTOATD ITepeA (PaMUAHAMHE), 4 TaKke OH-
IIMAAbHbBIC HA3BAHUA M aApeca YIPEKACHNH (abdruAHAIINS) AAS KAZKAOTO U3 aBTOPOB (Ha PYCCKOM M AHTAHHCKOM
A3BIKAX), AAPEC IACKTPOHHOI ITOYTH TOABKO AAfl aBTOPA, OTBETCTBEHHOTO 32 IEPEIHCKY C PEAAKITHEH.

CoraacHO HOBBIM IIPABHAAM, B KOHIIE CTaThH IepeA «Bxaaaom aBropos» B pasaeae IHOOPMALIMA Ob AB-
TOPAX caeayer ykasarb AASL KAKAOTO aBTOPA €IO YUCHYIO CTEIICHD, AOAKHOCTD, IOAHOE OOUIIHAABHOE HA3BAHIE
adduamarmm, ropoa, aapec arexrpornon mourer 1 ORCID. Ha aHramiickoM s3bIKe B 9TOM PA3ACAC YKA3BIBACTCH
AASL KQZKAOTO U3 aBTOPOB TOABKO aapec 9AeKTpoHHOH mmoutsl 1 ORCID.

B OTACABHOM paSACAC IIEPCA CIHHCKOM AI/ITepaTypr CACAYCT YKa3aTb BKAAA KAXKAOTO aBTOPA, HaHpI/IMep:

Brsao asmopos: A.A.A. — xonnenma u AM3AHH HCCAEAOBAHNE, OKOHYATEABHOE PEAAKTHPOBAHNE TEKCTA PYKOIIH-
cu; b.b.b. u B.B.B. — cbop n o6padorka kannmdecknx aauuex, [.I.I. — mpoBeAenue AaOOpaTOPHBIX aHAAH30B;
AAA. — craructngeckas o0padboTka AaHHEX; b.B.b. — Harmcanne ncxoanoro BapmanTa Tekcra.

Nudopmaria 06 aBTOpax Ha PYCCKOM A3BIKE AOAKHA COACPKATD CACAVIOINUE IIYHKTBL (PAMHUANSA, HMfA, OTHe-
CTBO, y9€HAA CTEIECHD, AOAKHOCTD, O(PUIIHAABHOE HA3BAHUE YUPEKACHNUA, aApec 9AeKkTpoHHOH moursl 1 ORCID,
ResearcherID (pm Haamanm). Ha anramiickom assike: amuaus, ums, saekrporssri aapec, ORCID, ResearcherID.

Mpumep opopmneHus nepeom CTPAHULBI PYKONUCU

3amecTuTeABHAS TEPAIHA DOABHBIX C XPOHHYECKON ITOYEUIHON HEAOCTATOYHOCTBIO METOAAMH
IIEPUTOHEAABHOIO AMAAU3a U TpaHCHAaHTAIy Hovku B Poccuiickoit Peaeparnm B 1998-2011 r.
(Oruer o aannasiM Poccuiickoro perucrpa 3aMeCTHTEABHON HoYedHO Tepanuu. Yacts Bropas)

B.T. bux6os?’, H.A. Tomuanma >
" Omoenenue negponozuueckux mpobaem mpancnianmayuu nowxy PbI'Y «OHLL Tpancnsanmonoenu u uckyccmsenmneix

opeatos um. axademuxa B.. Llymarxosay Murucmepemsa sopasooxparerusn Poccusickoii Oedepayuu,
123182 Mocxsa, LLlyxurcxan ya., 9. 1, Poccus

? Kagpedpa negpponozun OILAO PIBY OI OV «Mockoscxuii zocydapemseneiii Meouro-cnomanonoeuseckiil yusepcumen
um. AM. Esdoxumosar, 127473 Mocksa, ya. Aeaezamexas, 0. 20, cmp. 1, Poccus

IBY3 Kb N 52 Aenapmamenma s0pasooxpanenun e. Mockeery, Mocxosexuil 2opodcxoii negposozuneckudl yermp,
123182 Mocxsa, ya. I'lexomman, 0. 3/ 2, Poccua

Adpec ona nepenucku: bopuc Taxuposuy buxtos, +7(499)196-10-11, e-mail: boris.bikbon@gmail.com
Asmope
Bopuc Taxuposuy buxtos, +7(499)196-10-11, e-mail: boris.bikbon@gmail.com, hips:/ [ orcid.org/ 0000-0002-1925-7506
Hamanun Apradeesra Tomununa, e-mail: natomilina@yandex.ru, https:/ / orcid.org/ 0000-0002-3603-8 524
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Bugbl ny6nukaumi

* 0030psI 1 AekImn — He OoAee 40 MAITIHOIINCHBIX CTPAHUIL (BKAFOYASA TAOAUIIBI, PUCYHKU U TIOAIINCH K HEM);

* OpPHIMHAABHBIE PAOOTE — AO 25 MAIIMHOIINCHBIX CTPAHMII

* KpaTKHE COOOIEHUS U ITIChbMA B PEAAKITHIO — 3-5 MAITMHOIINCHBIX CTPAHUII;

* HAOAFOACHHSA U3 IIPAKTHKH — AO 10 MAIIIMHOIIMCHBIX CTPAHMIL,

* medpoAorua B KapTUHKAX — 1-2 pucyHKa (MOIYT IPEACTABAATH KOAAQK H3 HECKOABKHX H300paKCHHIA),
A0 500 cAOB, BKAFOUAA TIOAITUCH K PHCYHKAM U KPATKOE OITUCAHME CAyYasd;

* AMCKYCCHOHHBIN KAYO — CBOOOAHBIH hopmaT, O€3 perieH3HPOBAHSA, IIYOANKAIIAA IIOCAC PACCMOTPEHIUS PEAAK-
ITHEH.

Pykonucb gonxHa copepxarb

* kparkuii pedepar (Ha PyCCKOM U aHTAUHCKOM A3bIKax) oObemom ot 250 A0 350 cA0B, pasaeseHHbII Ha PyOpH-
Ki1. AAl OPUTHHAABHBIX PaOOT: IIEAH PAOOTBI, METOABI, PE3YABTATH X OCHOBHBIE BHIBOABI; PYOPHKALIHA 0030pOB
1 CAy9YaeB 13 IIPAKTUKU — HA yCMOTpeHue aBTopoB. Aad myOAmkarmii B passea «Hedpoaorusa B kaprumkax»
pedpepar He TpebyeTcs, BeCh MATEPHAA IIPEACTABAAECTCA HA PYCCKOM M AHTAMICKOM fA3BIKAX;

* CIIFICOK KAFOYEBBIX CAOB (HA PYCCKOM M aHTAHHCKOM f3BIKAX);

* BBEACHHE, OTPAKAFOIIEE COCTOAHUE BOIIPOCA U 3aAAYH MCCACAOBAHNS,

* MATEPHAABI I METOABI, PE3YABTATH M HX OOCYKACHHCE;

* BBIBOABI HAU 3aKAIOUCHIE;

* CIHCOK AHTEPATYPHI C IIOAHBIM Ha3BAHUEM IIHTHPYEMBIX paboT;

*  TAOAMIIB,

® IOAIMCH IIOA PHCYHKAMM;

* K PYKOIIICH MOTIYT OBITh IIPHAOKEHBI (DA (BI) C AOIIOAHHTEABHOH HH(MOPMAIIIEH.

MHHIOCTPOTVI BHbIN martrepuan

PrcyHKH ITPEACTABAAIOTCA B BUAC OTACABHEIX (DaiinoB B popmarte *.tif mam *.jpg ¢ pasperrennem me menee 600 dpi,
n3obpaxeHua AOAKHBI uMeTs Imupuny He Menee 1500 mmkceaeii. I'padpukn, AmarpaMMbr M CXEMBI KEAATEABHO
IIPEACTABAATD B HICXOAHOM peAakTHpyeMoM dropmate *.ai, *.svg, *.doc, *.docx, *xls, * xIsx, *.ppt, *.pptx. Kamaprit
PHCYHOK AOAKEH HAXOAUTBCA B OTACABHOM (DafiA€; FIMA IIEPBOTO aBTOPA M HOMEP PHCYHKA AOAKHBI IIPUCYTCTBO-
BATh B HA3BaHUH (DaiiAa.

* dororpadu AOAKHBI OBITH KOHTPACTHBIMU; PUCYHKH, IPADHKI 1 AHATPAMMEI — YCTKUMI;

* MOpdoAOIIHIECKHE KAPTHHKH AOAYKHEL OBITh CHAOMKCHBI IIOAPOOHEIM OIIHCAHUIEM OTACABHEIX MOPGOAOrHHde-
CKHX 3AEMEHTOB, HEOOXOAUMO YKa3aTh TAKKE METOA OKPACKU U YBEAUYCHIE;

* Ha OTACABHOH CTPAHHUIIE IIPUAATafOTCA HMOAPHUCYHOYHBIE ITOAIIHCH C YKa3aHHEM HOMEPA KaKAOTO PUCYHKA
Ha PyCCKOM U aHTAMIICKOM A3BIKE;

* KAKABII PUCYHOK AOAKCH HMETh HA3BAHUE, KOMMEHTAPHUI H PacIIH(POBKY BCEX COKPAIICHUI HA PyCCKOM
U AHTAWKCKOM A3BIKE;
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* TaOAMIIBI AOAKHEI OBITh O3arAaBACHBEI HA PYCCKOM M AaHTAMICKOM A3BIKAX, COACPAKATD YETKO OOO3HAYCHHEIE
rpacdbr, YAOOHBIE AAfL YTEHUS,

* CCBIAKH HA PHCYHKU U TAOAHIIBI YKA3BIBAIOTCA B TEKCTE B COOTBETCTBYIOIIMX MECTAX; HA IIOAAX HAU B TEKCTE
PYKOIIHCH OTMEYAETCA IPEATIOYTUTEABHOE MECTO HX PACIIOAOKCHIS,

* B CAyYae HCIIOAB3OBAHHA PUCYHKOB, OIYOAMKOBAHHBIX PaHEE, B TOM YHCAE aBTOPAMH HAIIPABAAEMON B iKyp-
naa «Hedpoaorus u Anmaausy craTei, HCOOXOAUMO IIPEAOCTABUTD IIICbMEHHOE PA3PEILICHIE IIPABO0OAAAATEAS
(aBTOpa OITYOAMKOBAHHOIO PaHEE MATEPHAAA AU PEAAKIIHN M3AAHUSA, B TOM YHCAEC HHTEPHET-M3AAHNA B 3a-
BHCHMOCTH OT TOTO, KOMY IIPHHAAAEKAT ABTOPCKHE IIPABa).

K pabote mozker ObITh IpuAOKEH (DANA C AOOAHHTEABHON HH(OPMALIHEH, HAITPUMED ACTAAAMI METOAUKH, AO-
TMOAHHTEABHBIMI PE3YABTATAMH, PHCYHKAMIT HAI BHACOATAAMHE, KOTOPBIE, B CAYYae IIPHHATHA CTATBU K ITYOAH-
KAITUH OYAYT Pa3MEINEHbl HA CaiTe KypHAAA. AOIIOAHUTEABHBIE MATEPHAABI PEIEHIHPYIOTCA BMECTE C OCHOBHHIM
TEKCTOM CTATBH, HO HE IYOAHKYIOTCA B OYMaKHOW BEPCHH KYPHAAA, B KOTOPOH AACTCA AHIIb CCHIAKA HA X aAPEC
B HHTEPHETE.

0. bubanorpaduaeckne CCHIAKH B TEKCTE CTATbU OOO3HAYAIOTCHA HOMEPAMU B KBAAPATHBIX CKOOKAaX B COOT-
BETCTBUH C IIOPAAKOM UX ITOABAECHUA B TEKCTE CTATHH, TAOAMIIAX MAM PUCYHKAX. CIINCOK IUTHPYEMBIX HC-
TOYHHKOB cocTaBAfeTcA B mopAAke ux ynomuaaaus B Tekcre ¢ OCT P 7.0.5-2008 «bubaunorpaduaeckas cceiakay.
Aas paboT, IIepeBEACHHBIX C PYCCKOIO HA AHTAMHCKHI HAN C AHTAHICKOTO HA PYCCKHI, CACAYET YKA3aTh BBIXOAHBIC
AQHHBIEC M OPHIMHAAA, ¥ IIEPEBOAA HA 0DOHX A3bIKax (cM. mpumep 3). CChIAKH HAa HHTEPHET-PECYPCHI AAFOTCH B BHAC
HOCTPAHHYHBIX CHOCOK U HE BKAIOYAFOTCH B CIIHICOK AHTEPATYPEL

ABTOpPBI AOAKHBI BBIBEPUTb CIIUCOK AHTEparTypsl 1o Oaszam Aaubbx «PubMed» (http://www.ncbinlm.nih.
gov/pubmed/) u PUHLI (http://elibrary.ru). OTBeTCTBEHHOCTD 32 IPABUABHOCTH CCBIAOK (B TOM YHCAE HOME-
pos DOI) u, caeAoBaTE€ABHO, BO3ZMOKHOCTD UX KOPPEKTHOTO aBTOMATHYECKOTO PACIIO3HABAHMA 0A3aMU AAHHBIX
y4€Ta UTUPOBAHUSA, ACKUT Ha aBTOPax. [Ipocum B ccbiAkax Ha crarbu U3 KypHaAa «Hedpororus u Amasus» xo-
IUPOBATH HH(POPMALIIO U3 PYOPHKH «AAS LINTHPOBAHIS, YKA3AHHYIO AAS KAKAOH CTATHY HA PYCCKOM M AHIAUII-
CKOM si3bikax, Haunmnas ¢ Ne3, 2021.

B crmcke AmTeparyprl cAeAyeT yKasath:

* AAS KHHT — (DAMUANIO U HHHIIMAABI aBTOPA (aBTOPOB), IIOAHOE HA3BaHUE PADOTEL, MECTO M TOA M3AQHUA, H3-
AQTEABCTBO, HOMEpPA IIEPBOM U IIOCACAHEH CTPAHUI] padAeAd ANOO (IIPH IIUTHPOBAHUU MOHOIPadUH B IIEAOM)
00IIIee KOAMYIECTBO CTPAHNIIL,

* AAS JKYPHAABHBIX CTATeH — (DAMUANS M HHUIINAABL aBTOPa (aBTOPOB), HO He DoAee Tpex (cMm. mpuMep 3 HiKe),
IIOAHOE HA3BAHUE CTATHU, HA3BAHHE KYyPHAAQ, TOA U3AAHHA, TOM, HOMEpP, HOMEpPA IEPBOI U IIOCACAHEH CTpa-
nun 1 Homep DOI;

* AAS AEICCEpTAnuii u aBTopedeparoB — PaMEAMA U HHUIINAAB ABTOPA, AOKTOPCKAA HAN KAHAMAATCKAA, TIOAHOE
HA3BaHHE PabOTBI, TOA U MECTO H3AAHIS,

* AAfl PYCCKOSI3BIYHBIX H3AAHHIM, B KOTOPBIX HET HA3BAHMSA CTATCH HA AHTAHICKOM SI3BIKE, CCBIAKA HEOOXOAHMO
IIPOAYOAUPOBATH B AATHHCKOW TPAHCAHTEPAIIN, AAl 9€TO MOKHO BOCIIOAB30BATBCA OAHUM H3 OECIIAATHBIX
OH-AAIIH CEPBUCOB B MHTEpPHETE, HApuMmep, http://rustolat.ru. B cayuae, ecan poccuiickoe mspanne mepe-
BOANTCS HA AHTANHCKHUI SI3BIK MAU IIYOAHKYCT KPATKHC Ha3BaHUA U pedpepaTsl CTATCH HA AHTANHCKOM fI3BIKC,
CACAYET IIPOAYOANPOBATH PYCCKOASBIYHYIO CCHIAKY CCBHIAKOI Ha AHTAUICKHI 1TepeBoA (cM. Huke nyHKT 3). [Tpu
LUTHPOBAHHUY CTaTeH U3 kypHasa «Hedporornn u pamasusan caeayer HCIIOAB30BATh HH(MOPMALIHIO U3 PyOpH-
KH «AAfl IINTUPOBAHUS», VKA3AHHYIO AAfl KAZKAOH CTATBPH HA PYCCKOM M aHTAMICKOM A3BIKAaX, HaunmHas ¢ Ne3,

2021.
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CTPAHMLA ISN

‘ Poccniickoe Amaansnoe O011eCcTBO
adppuanposano k ISN 6oaee 10 aer.

INTERNATIONAL SOCIETY
‘ OF NEPHROLOGY

Poccutickoe Anasnsuoe Obmmectso adpdpuanposaro k ISN 60aee 10 aet. Yaersr PAO BXOAAT B perHOHAABHYIO KO-
maHAy (RB ISN) o pernony «Hossre Hesasucumere I'ocyaapersa u Poccusy». B pabote ISN yuactsyror mpeacrasBu-
tean Apmennm, Asepbaiiaxana, beaapycn, I'pysnn, Kasaxcrana, Kuprusun, Poccun, Taaxuxucrana, Typkvennm,
Vipannsr n V3bekucrana. [Tocae WCN 2023 usmenuacs cocras pernonasbnoit komauasr 1o HHI'&Poccum.

Texymmuii cocTaB KOMaHABIL:

Aapuca ITpuxoansa (Poccus) — Oabra Bopobbepa (Poccus) — gaeH KoMaHABL
TIPEACEAATEAD KOMAHABL Wpma Yoxoneanase (I'pysus) — 9A€H KOMAHABL
Kupuaa Komuccapos (beaapycs) — Huxonaait Byaanos (Poccus) — 4AeH KOMaHABL
3AMCCTHTCAD IIPCACCAATCAS KOMAHABL Wemona Parmmaos (TaakukucTar) — 9ACH KOMAHABL
Hopa Capursuau (I'pysus) — Eaena 3axaposa (Poccust) — gaeH KOMaHABL

peAcTaBUTeAb A PUAHPOBAHHOIO OOIIECTBA Aot Capkucsn (ApMeHIIt) — IACH KOMAHAB

Oanmxon [lapanos (V3bexucran) —

Abayxarmap I'atiros (Kasaxcram) — 9AeH KOMAHABL
peAcTaBUTeAb A PUAHPOBAHHOIO OOIIECTBA

®eprroc Kackn (Beauxkobpuranus) —

Koncranrisa Bumaesckuit (Poccns) — mpeacrasureAb Vcrmoarnreasnoro komurera ISN
peAcTaBUTeAb A PUAHPOBAHHOIO OOIIECTBA Amnna [erposa (VKpauHa) — YACH KOMAHABI

Anvmrrpo Vsawros (Vipanma) — Komuapaon Xamsaes (Y3bekucran) —
peAcraBuTeAb aOHAHPOBAHHOTO OOIIECTBA YAEH KOMAHABI

Aviniepu AcauOek Kerssr (Pecrybanka Kuprusms) — Buamep Asnm Dckobap (Ilepy) —
YACH KOMAHABI mpeacrasureAb Kommrera MoAoAbIx HeppOAOTOB

PAO opranunsyer paboty karoueBsix mporpamm ISN ma teppuroprun Poccniickoit Peaeparnum, nanboaee adpdex-
THBHO paboraror mporpammer CME (mporpamma moctosHHOTO MeAnnuuckoro oopasosanns), EAP (mporpamma
nHedpororngeckux 1ocoAbcTs) u SRC (mporpamma 1eHTPOB-IIOOPATIMOB).

Aater moaaun 3agBok B ISN ma mporpammer SRC, Fellowship n Clinical ITporpammer ISN:
Research — ¢ 1 auBapsa o 1 mas u ¢ 1 mad o 1 okTA0pA KaKAOTO TEKYINEro o« CME

rOAQ.

Aater mopaun 32180k Ha CME u EAP — B Teuenue Bcero roaa, Ho He IIO3Ke * EAP

geMm 3a 3 MecAra AO IPEACTOAIIETO MEPOIIPHUATHA. ® SRC

TTopaTs 3asBkn MoxkHO Ha caitre ISN o ccerake http:/ /www.theisn.ore, ® Fellowship

C 2021 roaa magara paborare HOBasg Iporpamma ISN — mporpamma e Clinical Research

PernonaAbHBIX y4eOHBIX IEHTPOB, 3TH IEHTPBI HAYHHAIOT (DYHKITMOHHPOBATD
BO Bcex permoHax mupa, AAd Poccum m CHI' taknm nentpom crasa I'Kb
nvenn C.I1. borkuma (r. Mocksa)

® Regional Training Centers

Beemmprrii konrpecc Hedpoaroros 2024 cocrosiaca B bysnoc-Aiipece 13-16 ampeas 2024 roaa B cMeImaHHOM
dopmare.

Beemupaeriit Konrpece Hedpororos 2025 cocrourest 8 Aean 6-9 despaas 2025 roaa.

Poccmiickoe Amasnznoe OOrmectBo mpuraarmaer eex uaeHoB PAO akTuBHO yuacTBoBaTh B iporpammax ISN.
Ecan Bam HykHA ITOMOIIb 110 BOIpPOCaM OPOPMAEHHSA 3afABOK Ha ydactue B rporpammax ISN, oOpamraiirecs

1o aapecy rosdialysis@mail.ru k koopaunaropy nporpasmm CME u EAP 3axaposoii E.B.

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

MEADING EUROPEAN NEPHROLOGY

Poccmiickoe Amarmsnoe ObmectBo apduruposano k ERA 6oaee 10 aer, m k EKHA (European Kidney health
Alliance) B TeueHNE IIOCACAHHX 3 A€T.

MmuozxectBo koudepentmiit PAO mpoxoanan mpu moaaepikke u oA arupoit ERA, a B mapre 2018 roaa crmaamu
Perucrpa ERA npu yuactun PAO Geia mposeaen kypc CME o Ommaemmonsornn (Introdictory Course on
Epidemiology).

[Mpeacrasurean PAO nHeoanokpatHo npuaumasn yaactue B popymax EKHA http://web.era-edta.org/ekha.

Aannpie OOITIEpOCCHIICKOTO perucTpa 3amectuTeAbHOl novednoit teparmu PAO moaarorea B Permcrp ERA
¢ 2016 mo 2020 roA, BKAFOIHTEABHO:

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

u myoAaukoBasuce B orgere Perncrpa ERA EDTA:

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

o mrammmaTuse u cuaamu PAO ObiAn 11epeBeAeHs! Ha PYCCKHI A3BIK M OIyOAMKOBAHHI B kypHase Hedppororns
n Awmarns pexomenparmn ERBP (European Renal Best Practice) mo BeAGHHIO THITOHATPHEMHH, CHHAPOMA
AAITEABHOTO CAABACHMS, BEACHHUIO IOKHABIX ImarneHToB ¢ XbIT n cocyauctomy aoctymy:

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/issueView&journalld=74

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

Yaersr PAO npunmmaror yuactue B pabote ERA ¢ moroasvu nedposoramu (YNP u YNP Advisory Program):

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

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

¥Y3uare Bce HoBoctu ERA, crars uaenom ERA u npunars yuactue B pabore IporpaMm U KOHIPECCOB
MOJKHO TI0 cChIAKe: http://web.era-edta.org/.

61 Konrpecc cocrosiaca B Crokroapme 23-26 mas 2024 roaa B cmermaaaoM dpopmare.
62 Konrpecc cocronrcs B Bene 4-7 mronsa 2025 roaa.

C 2022 roaa uaensr PAO, onaaTuBIire B3HOCHI 32 IIPEABIAYIIHIL roA, craHoBATCA yaeHamu ERA.
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CTPAHMLA KDIGO

\
o,

{OgaL oV

KDIGO — MemyHapoAHa;{ He3aBUCHUMasA OpraHu3arys, 3aHMMarOIIascs pa3pa60TKof/'I 1 BHCAPCHHEM OCHOBAHHBIX
Ha AOKA3aTE€ABCTBAX pCKOMCHAaHHI;'I o HanboAee AKTYaABHBIM BOIIPOCAM AMATHOCTHKHU 1 ACYCHUA 3200AEBAHII
ITOYCK.

Aaa Bomoasenns stoi 3aaaun KDIGO mpoBoanT KOH(EpEHIHM 110 IPOTUBOPEUHAM, KOMIIACKTYET
AOKAa32TEABHYIO 0a3y, I CO3AAET U IyOAUKYET PEKOMEHAAIIIH, PAa3padaTIBACMBIE PAOOYNMU IPYIIIIAMHI, B KOTOPBIE
BXOAAT BEAYIIIHE CHEITHAANCTHI B TOH HAM HHOM 00AACTH.

Poccmiickoe Amaansuoe obrectso axktuBao cotpyarngaer ¢ KDIGO (Kidney Disease | Improving Global
Outcomes) ¢ 2010 roaa.

3a o710 Bpems o mEnnmaTHBE U cuAaMu PAO OBIAM ITepPEBEACHB! HA PYCCKUIT A3BIK H ONYOANKOBAHEI B /KYPHAAE
Hedpoaorns n Anaans muorue pekomeraarmun KDIGO.

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

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

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

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

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

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

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

http:/ /journal.nephro.ru/index.php?r=journal/articleView&articleld=2197

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

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

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

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

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

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

TToamsrit crmcok n TekeTsl Pexomenaarmiit KDIGO moskmo HafiTa o cceiake https:/ /kdigo.org/ouidelines/, Tam
7K€ MOJKHO O3HAKOMHTBCS € MIMEIOIIIMUCS IIEPEBOAAME PEKOMEHAAIINIT HA PYCCKUIT A3BIK.

Bebunaper, mposoaumsie KDIGO coBmectro ¢ ISN 110 pasAn<HOI TeMaTHKe AOCTYIIHEL

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

C mosoctamu KDIGO m0>xHO 03HAaKOMHUTECH Mo ccbiake https://kdigo.org/category/news/, Ha aroi
CTpaHMIIE MOKHO IIOAIHCAThECA Ha pacceiaky Hosocreit KDIGO.
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