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PEDEPAT

mobanbHoe 6pemMsi XpoHnYeckor 6one3Hu nodek (XBIM) ctpeMnTensHO yBENMYMBAETCS; Tak, COrnacHo nporHosam, k 2040 r.
XBIM okaxeTcst Ha NATOM MecTe Cpefy Haubosee YacTbiX MPUYMH COKPALLEHUSI NPOAOMKUTENBHOCTUN XN3HM BO BCEM MUPE.
Bonee Toro, XBI1 aBns€TCA OCHOBHOM NPUYMHON KaTaCcTPOPUHECKMX PACXOLO0B Ha 3paBooXpaHeHne. B cTpaHax ¢ BbICOKUM
YPOBHEM [00X0a PACXOAbl HA ANann3 1 TPaHCMIaHTaUMI0 COCTaBASAT A0 3 % OT eXerofHoro 6i10axeTa 34PpaBOOXPaHEHMS.
B cBa3un ¢ 3TMmM 0C06EHHO BaxHO, Y4TO pa3BuTUE 1 NporpeccuposaHme XBIN BO MHOMMX Ciydasx MOXHO NpenoTspatuTe. B
2020 rogy kamnanusa «BcemupHbin JeHb [No4kr» NOCBALLEHA B MEPBYIO 04epenb MePONPUATUAM MO NEPBUYHON, BTOPUYHOMN
1 TpeTnyHol npodunakTmke XbIM. B gaHHO cTaTbe NpeacTasneHbl ONMcaHne 1 aHann3 Mep, KOTOPbIE MOTMYT ObITb BHEAPEHbI
B KaXJ0W CTpaHe C Lefbio nponaraHabl 1 ganbHenwero passutus npodunaktukn XbBrl. MNepeuyHas npodunaktunka 3abone-
BaHWU NoYek JoskHa ObITb HanpasneHa Ha moandurkaumio GakTopoB PUCKa U YCTPAHEHME CTPYKTYPHbIX MOBPEXAEHNIA NOYEK
1 MOYEBBIBOASALLMX NYTEN, @ TaKKE OrpaHnyeHne BO3AEeNCTBMSA GakTOPOB pycka oKpyxXatoLen cpeabl 1 HedpPOTOKCUYECKNX
BELLECTB. Y nnu, yxe cTpagalowmx 3aboneBaHnsamMm noyvek, BTopuyHas npodunaktnka (Bkaoyas onTMMmnsaumio aptepmans-
HOrO OaBEHUS U KOHTPOMb MMKEMUM) O0SKHA OblTb OCHOBHOWM Liefblo Kak 00y4YeHus, Tak U KIMHUYECKUX BMELLaTEeNbCTB.
Y naumeHToB ¢ ganeko 3awenwmmm ctagnamm XBIMN HacToOATENbHO PEKOMEHAYIOTCH MPEBEHTUBHbLIE MepPbl, NO3BONSIOWME
NpeaoTBPaTUTbL UM OTCPOYUTL NOTPEOHOCTbL B AManv3e UM TPaHCNIaHTaumMm NoYkn, a UIMEHHO — Jle4yeHrne ypemumn u co-
NYTCTBYIOLLMX COCTOSIHUI, TakMX Kak cepaeyHo-cocyamcTble 3abonesaHus. ns peannsaumm npodunakTmieckoro nogxona
HeobX0AMMO NPUHATUE MEpP Ha FOCYAAPCTBEHHOM YPOBHE. HECMOTPS Ha TO, YTO B TO UM MHOW CTPaHE MOXET CyLLLEeCTBOBATb
HaUMoHaNbHasa NOANTUKA U CTpaTerns No NPoPUNaKkTMKe HEMHPEKLIMOHHBLIX 3a00NEBAHNI B LLESIOM, KOHKPETHbLIE MEPbI, Ha-
NpaBfiEHHbIE HA NOBbILLIEHE OCBEAOMIEHHOCTN N HACTOPOXEHHOCTN B OTHOLLEHUW AMArHOCTUKK, BeAeHusa n neveHns XbI,
4acTO OTCYTCTBYIOT. B CBSA3M C 3TM HEO6XOAMMO MOBbILLEHE NHDOPMUPOBAHHOCTN HACENEHUS, MEANLMHCKNX PaBOTHMKOB
1 NOINTUKOB O BaXHOWM POAN NPOGUNaKTUYECKNX MEPONPUATUIA.

KnioueBblie cnoBa: 3a6051eBaHMs NoYex, npodunakTnka, BoisBAEHNE, 0OCBEAOMIEHHOCTb
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ABSTRACT

The global burden of chronic kidney disease (CKD) is rapidly increasing with a projection of becoming the 5th most common
cause of years of life lost globally by 2040. Aggravatingly, CKD is a major cause of catastrophic health expenditure. The costs
of dialysis and transplantation consume up to 3% of the annual healthcare budget in high-income countries. Crucially, however,
the onset and progression of CKD is often preventable. In 2020, the World Kidney Day campaign highlights the importance of
preventive interventions — be it primary, secondary or tertiary. This complementing article focuses on outlining and analyzing
measures that can beimplemented in every country to promote and advance CKD prevention. Primary prevention of kidney dis-
ease should focus on the modification of risk factors and addressing structural abnormalities of the kidney and urinary tracts,
as well as exposure to environmental risk factors and nephrotoxins. In persons with pre-existing kidney disease, secondary
prevention, including blood pressure optimization and glycemic control, should be the main goal of education and clinical
interventions. In patients with advanced CKD, management of co-morbidities such as uremia and cardiovascular disease is a
highly recommended preventative intervention to avoid or delay dialysis or kidney transplantation. Political efforts are needed
to proliferate the preventive approach. While national policies and strategies for non-communicable diseases might be present
in a country, specific policies directed toward education and awareness about CKD screening, management and treatment are
often lacking. Hence, there is an urgent need to increase the awareness of the importance of preventive measures throughout
populations, professionals and policy makers.
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CIIMCOK COKPAIIIEHUM
uAIld WMHrubuTop aHruoTEH3UH-TIPEBpAIAoIero GepMeHTa
BOH BenkoBo-sHepreTnueckas HeI0CTaTOYHOCTD
BUY Bupyc nmmyHonedumra yenobeka
BO3 Bcemupnas oprannzanmst 3npaBooXpaHeHust
ATTDK JloOpokauecTBeHHAs THITCPILIA3HS MIPEICTATEIBHON JKeIIe3bl
I'H Imomepynonedpur
UIIIT WHruOUTOphI MPOTOHHON TTOMITBI
KHHA WHruOuTops! KaJlblMHEBPUHA
HACT HeankoronbHslil creatorenarut
HNU3 Hewundexmonnsie 3a001eBaHus
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WMuunuatiBa 1o ynydiieHnio rio0anbHbIX UcxooB 3a0oneBanuil mouyek (Kidney Disease Improving Global

HIIBII HecTepouaable mpoTHBOBOCHAINTENBHBIE IIPENapaThl
OUH OCTpBbIif HHTEPCTULIUATBHBIH HEYPUT
OKH OcTphIii KaHATBIEBBIN HEKPO3
OOH Opranmsanus O6bvennHenHbIx Hannit
OIIIT OcTpoe MOBpexkICHUE MTOYCK
PAAC Pennn-aHTHOTEH3WH-ATHI0CTEPOHOBAS CHCTEMA
pCK®D PacueTHast CKOPOCTB KITyOOUKOBOW (pHITBTpAIiN
CKo CKOpOCTh KITyOOYKOBOW (DHIIBTpAIH
CC3 CepaeyHo-cocynucTbie 3a00IeBaHus
XbII Xponuyeckasi 00J1€3Hb IOUEK
TXITH TepmuHanbHas cTaaus 3a00JICBaHHS TOYCK
APOL1 Anonunonporeus 1
ISN MexaynapoaHoe obmiectBo Hedponoros (International Society of Nephrology)
KDIGO
Outcomes)

SDG Lenmu ycroitunBoro pa3sutus (Sustainable Development Goal)
SGLT2 I'moko30-HaTpUEBbIi KOTpaHcopTep 2-ro TUIla

BBEAEHUE

B Hacrosmee Bpemst okono 850 MIIH 4yenoBeK
CTpajaroT pa3INYHBIMH 3a0oJNieBaHMsIMH TodeK [1].
Kaxx b1l necsTolii B3pOCiblil cTpagaeT XpOHUYECKON
6onesnnto mouek (XbII), koTopas 3aBemomo HEOOpa-
THMa 1 B OOJIBLIIMHCTBE CIy4aeB mporpeccupyer. 1o-
6amsHoe Opemst XBII pacrer u, 6osee Toro, mporHo-
supyercs uto kK 2040 roxy XbII craner 5-it Hanbonee
4acTOW NPUYMHON COKpAIEHHs NPONOJDKUTENIHHO-
CTH XU3HU BO BceM mupe [2]. [Ipu orcyrcTBuuN Je-
YEHUs, a TAKKE IPU PA3BUTUH Y MALMEHTA TAKEIbIX
CEPACYHO-COCYAUCTBIX WIIM JAPYTHX OCIIOXKHEHUH,
XBII mporpeccupyeT A0 TEPMUHAIBHOW CTaauM 3a-
6onesanns nouek (TXIIH), korma mirst mogmep:kanus
XKHU3HHU TpeOyeTcs NMPOBEACHUE AUAIN3HONW Teparuu
WM TPpaHCIUTaHTAuM 1moukd. Takum oOpazom, XbII
SIBJISIETCS. OCHOBHOM HPUYMHON KaTacTpo(hUUIecKUx
pacxonoB Ha 31paBooxpaHeHue [3]. B cTpaHax ¢ BbI-
COKHM JI0XOZIOM PacXOibl Ha AWAJIN3 U TPaHCIUIAHTa-
LU0 COCTAaBIIIOT 2—3 % OT exeromHoro Oromxera
30paBOOXPAHEHHUS, IPU 3TOM OHM HAYT Ha OKa3aHUE
meaunuHckor nmomoriu meHee yeM 0,03 % mHacene-
HUS 3TUX cTpaH [4].

B cBs131 ¢ 3TUM 0COOEHHO Ba’KHO MMOHMMATh, YTO
IIPU aJeKBaTHOM JAOCTYIIE K OCHOBHBIM METO/IaM AHa-
THOCTHMKH M pAaHHEM HavaJle JJeUeHus (BKII04as u3Me-
HeHue 00pa3a KM3HU M XapakTepa MATAHUS) MOXKHO
npenoTBparuth pazputue XbII wnmu oTcpounth Ha-
crymienue TXIIH [4-8]. OgHako BO MHOTHX CTpaHax
3a00J1€BaHMsI MTOYEK OTHOCATCS K HU3KOIIPHOPHUTET-
HBIM 00JIACTSIM 3APaBOOXPAHEHNs, a TOCTYH K 3 dek-
TUBHOW W CTaOWIIBHON MEIMIIMHCKOW MOMOIIU TIPH
3a00JIeBaHMUAX IOYEK BO BCEM MHUpPE IMO-TIPEKHEMY
CYIIECTBEHHO pa3iuuaercsa. 3a0ojeBaHUs MOYEK

MOYTH TIOJTHOCTBIO OTCYTCTBYIOT B MEXKYHAPOIHOM
MOBECTKE BCEMHUPHOTO 3JIpaBOOXpaHeHus. B yacTHO-
CTH, OHM OTCYTCTBYIOT CPE/IU JICHCTBEHHBIX IOKa3a-
Teselt noctmkenus llenel ycroiumBoro pasBuTHst/
Sustainable Development Goal (SDG) (Ilesnb 3; 3ana-
ugn 3.4) k 2030 romy: x 2030 roxy CHU3HUTH MPEKICB-
PEMEHHYIO CMEPTHOCTh OT HEWH(EKIIMOHHBIX 3a00-
nesanuit (HU3) Ha Y5 3a cuer npodunakTuky u jede-
HUSL, & TaKKe TOICPIKaHMsI ICUXUYECKOTO 3I0POBbSI
U OnmarococTostHusl. B To e Bpemsi, B COOTBETCTBUH
C MOCIICTHIM BaApPHAHTOM MOJIUTUYECKON JICKIIapaIium
OOH o HU3, 3a0oneBanus mo4ek B CPOIHOM TOPSII-
K€ TPeOYIOT MOJIMTHYECKOTO BHUMAHHSI M IPUOPHUTET-
HOTO paccmorpenus [9]. CoBpemeHHast 0OIMIEMHUPO-
Bas IICJICHAIIPABJICHHAS TOJTUTHKA B oTHOIIeHNH HI3
choKycHpoBaHa TPEUMYIIECTBEHHO Ha YeThIpeX
rpymmax 60ie3Hel: cepAeyHO-COCYANCThIX 3a00eBa-
Husx (CC3), onkomornyecknx 3a00MeBaHmX, caxap-
HOM JrabeTe U XpOHUIECKUX 3a00JICBaHISIX OpPTaHOB
neixaans. OJTHaKO, COTJIACHO CYIIECTBYIOIINM OIEH-
KaM, 10 55 % HU3 B mupe npuxonutcs Ha O0se3HH,
HE BXOJAIIHE B 3T YeThipe rpynmsl [ 10]. bomee Toro,
0OJIC3HM TOYEK YacTO COCYINECTBYIOT C «OONBIIOHN
geTBepKkoi» HU3, 9T0 yTsOKENsIeT MCXOmBl JUISl CO-
cTosinust 310poBbsi. XBI1 — ocHOBHO#M (hakTop pucKa
CC3 u cMepTH OT CepJeyHO-COCYAUCThIX MPUYHH, a
TaKXKe TaKUX WHQEKINH, KaKk TyOepKyse3, U B TO ¥kKe
BpEMsi — OCHOBHOE OCJIOKHEHHUE JIPYTHX MPeaoTBpa-
TUMBIX U MOJJIAIOIINXCS JICUCHUIO COCTOSIHAN, B TOM
YHCcIie caXapHoro auadera, apTepuaibHON THIIePTEH-
3un, BUY u remaruta [4-7]. Ilo mepe peannzanun
noecTkd SDG u Bceeobmiero noctymna Kk MeIUIMH-
ckoii momornu/Universal Health Coverage, u co3na-
HUSI T1aTGOPMBI JUTS TOBBIIICHHS OCBEJIOMIICHHOCTH
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[0 BOMPOCAM KOHTPOJII M OKa3aHUs MEIMIIMHCKOU
oMoty mpu HU3 nenenanpapneHHble ASHCTBUS 110
npoUIaKTHKe 3a00JIeBaHUI IMOYCK JOJDKHBI CTaTh
HEOTHEMJIEMOM YacThIO ATOM 100aIbHON MOIUTHKU
[1]. BcemmupHOEe COOOIIECTBO MO OXPaHE 3TOPOBBS
[TOYEK MPHU3bIBACT MPU3HATH 3a00JICBaHMUs IMOUCK KaK
KJIFOUEBYIO COCTABJIIONIYIO IJI00aIpHOTO OpeMeHHU
HW3, 3ppekTHBHO BBISABISTH U JICYUTH (PaKTOPHI pH-
CKa MX Pa3BUTHSA, U BHEJIPUTh KOMIUICKCHBIH U OpH-
CHTHPOBAHHBIM HA TOTPEOHOCTH MAI[MEHTOB MOIXOT
K OKa3aHUI0 MEIUIIUHCKOHN TOMOIIIH.

Omnpenenienue u kiaaccupukanus npoduiiak-
Tuku XbII

[To onpenenenuo SKCrepToB, B ToM uncie LeH-
Tpa MO KOHTPOJIIO M MPO(PHUIAKTHKE 3a00JecBaHUI/
Center for Disease Control and Prevention [11],
0]l TEPMHHOM «IPOPHUIAKTUKA» TTOHUMAIOT MEpO-
MPUATHS, KOTOPBIC, KaK MPABHJIO, COOTBETCTBYIOT
CICAYIOINM TPEM OIpEACICHHUAM: 1) mepBHYHAS
npopuIaKTHKA [0Jpa3yMeBacT OCYIICCTBICHUE
BMEIIATEJIbCTBA JI0O M3MEHEHHUS COCTOSHHS 3J10PO-
Bbsl, 4TOOBI IIPEIOTBPATUTh Pa3BUTHUE 3a00JICBaHUS

WJIU TIOBPEKICHUSI IO Havayia 00Jie3HU; 2) BTOPUY-
Hasl NPO(MIAKTHUKA IIPEANOIAraeT IIPOBEICHUE
MEpOTpUATHH, 00eCTIeYNBAIONINX PAHHIOIO TUATHO-
CTHKY U CBOEBPEMEHHOE JIeueHHEe 3a00IeBaHMsl JUIs
MIPEOTBpAIlIEHUs] pa3BUTHsI Oojiee Cepbe3HBIX IPOo-
OneM, ¥ BKJIIOYAET CKPUHHUHT C IIeJIbIO BBISBICHUS
3a0oJieBaHMs Ha KaK MOXKHO OoJiee paHHEH cTajauu
1 3) TpeTHYHAs MPOPUIAKTHUKA 3aKIIOYaETCS B
JICUEHUU YK€ MMEIOIIerocs: 3a00IeBaHus C LEJbI0
MpeynpeKIeHUsI MPOTPECCUPOBAHUA M Pa3BUTHUSA
Oosee TSHKENBIX OCIOXKHEHHH, 4TO 3a4acTylo O3Ha-
yaeT NMPUMEHEHHUE IIeJIeHANPABICHHBIX Mep, TaKUX
KaKk MEIWKaMEHTO3Has Tepanus, peadbuauTanus,
CKPUHUHT U JICUEHHE OCIIOKHEHHH. DTU oTpesere-
HUSI UIMCIOT OOJBIIIOE 3HAYCHUE B MPOPUIAKTUKE U
neuennn XbI1, a Tounas unenTrdukanus Gakropos
pucka, npuBoIsAmMX K pa3BuTHio XbII wnu Gonee
OBICTPOMY TIPOTPECCHPOBAHHUIO TOYEYHOM HEI0-
CTAaTOYHOCTH, KaK II0KA3aHO HAa PUCYHKE, WUIpaeT
BRXHYIO pOJIb TPHU BBIOOPE TOJUTUKH B OOJACTH
3/[paBOOXpPAHEHNUs, B CAHUTAPHOM IPOCBEIICHUH U
ocBenomiieHHOCTH B oTHOIeHuU XbII [12].

MepBuyHaa npopunaktuka XbM:
®daKTopbl pUCKa: OXMUPEHUe, caxapHblii guabert,
apTepuanbHas runepTeHsns, NoONMKMCTO3Has
60/1€3Hb NOYEK, EANHUYHBIE KUCTbI NOYEK, AVEeTa
C BbICOKUM COfi@PIKaHUEM HATpUs,
HeaaeKBaTHas rMapaTaums, reHeTuIecKas
npeapacnonoxeHHoctb (APOL1) u .4,

BbifiBNEHME NaLMEHTOB C BbICOKUM PUCKOM,
NIEYEHNE OKMPEHUSA, KOHTPOb IMKeMUU 1 Afl,
n3beratb ynotTpebaeHna CONEHON NULLK,
NOOLLPATb NPUBEPKEHHOCTb 340POBOMY NUTAHMUIO
1 cob0AEHMIO 340p0BOr0 06pasa u3HM

BTopuyHasa npodunaKTUKa :
Llean: 1) 3amegnutb nporpeccupoBaHue
XB; 2) oTcpoumnTb Hayano Auanmnsa

DaKTopbl pUCKA: HEKOHTPOAMpPYEeMas
apTepuanbHas rMNepTeHs3va, AMeTa C BbICOKUM
cosiepaHvem 6enka, aunaos, anusogsl ONM

TpeTnuHasa npodpunakTmKa :

Lenb: neyeHne ypemum

CumnTOoMbl U conyTcTBytoliue COCTOAHMA
aHemua, aunao3, MUHepasibHble U KOCTHble
HapyweHua, runeprnapatauma, cepaevyHo-
cocygucran 3ab0/1€BaeMoCTb U CMEpPTHOCTb,
GEHKOBO-aHepreTMHeCKaﬂ HeA0CTaTO4YHOCTb

BHyTpunoueyHas runepdunbtTpaums

MossneHne/HapacTtaHve anb6yMmuHypun

CHukeHue CKO

MossneHune/ycyrybnenne ypemun

PaHHee BbisBneHune XbI,

6onee nosHbl KOHTPonb AfL (61okaTopbl PAAC,

MHIM6UTOPLI SGLT2 1 ap.),

aveTa ¢ bonee HU3KMM coaepkaHmem b6enka

1 YBENMYEHWEM [LO/IN MULLY PACTUTENIHOTO NPOUCXOXKAEHUS,
n3beratb passutua OMMN

JleyeHue ypemmnm v KoppeKLua BoAHOro banaHca,
MHAVBUAYaNbHbIN NOA6OP ANETHI U CEPAEYHO-
COCYAMCTbIX NpenapaTos,

MeAMKaMeHTO3Han Tepanus

* KoHcepBaTUBHOE nevyeHune

* TpaHcnAaHTaLUA NOYKU

* JleyeHue guanusom

* MannnatusHaa/nopaepxuBsatowan
Tepanua

PucyHok. O630p npodunakTnyieckmnx meponpuatuii npu XbI1, nogyepkuBatoLLmiin CXoACTBO 1 pasnvyms Mep no NepBUYHHO, BTOPUYHOM

N TPETUYHOW NpodunakTuke; n nx npeanonaraemMble Lenu.

Figure. Overview of the preventive measures in chronic kidney disease (CKD) to highlight the similarities and distinctions pertaining to
primary, secondary, and tertiary preventive measures and their intended goals.
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IlepBuunas npodpunaktuxka XbII

3a601eBacMOCTh (BO3HUKHOBEHHE HOBBIX CITyda-
€B) M pacmpoCTPaHEHHOCTh (KYMYJISTHBHOE YHCIIO
cymecTBytomux ciydaeB) XbIl B Mupe HEYKIOHHO
pactet [13]. IlepBudHBI ypOBEeHH MPOQPIIAKTHKH
MpenosaraeT OCBEAOMIIEHHOCTh O MoandUInpye-
MBIX (pakTopax pucka pa3Butus XbIl u ycwmms, Ha-
MpaBlieHHBIE Ha TO, YTOOBI COCPEIOTOYNTH PECYPCHI
3/IpaBOOXpAaHEHNs] Ha TMAIMEHTaX, OTHOCSIINUXCA K
rpymme Hanbompirero pucka passutus XbII de novo.

Mepsl 10 TOCTHX)EHHTO 3(PPEKTUBHOM TepBUIHON
MPOQPIITAKTHKN JODKHBI (POKYCHPOBATHCS HA IBYX
Bemymux (pakTopax pucka pa3sutus XbII — caxap-
HOM muabeTe W apTepuanbHON TumepreH3mu. Jlo-
Ka3aHO, YTO TJIABHBIM TMEPBUYHBIM MTOBPEKIAFOIINM
MEXaHU3MOM SIBJISIETCS THIEPPIIBTPAIUS C «Ka-
KYITIMCS YBEIIWYEHHEM CKOPOCTH KITyOOYKOBOMH
¢unprpanun (CK®) BeIIe HOPMAIBHBIX 3HAYCHUH.
B GompmmHCTBE CiydaeB 3TO pe3yiabTaT BHYTPUKITY-
0OOYKOBOI TUTIEPTEH3UH, KOTOPAst 9acTO HAOIIOMACTCSI
y TAIMEHTOB C OXXHWPEHWEM WM CaxapHBIM amnade-
TOM, HO MOXXET Pa3BUBAThCA U MIPH JUETE C BHICOKUM
comepkanneM Oenka [8]. K mpyrum dakropam prcka
pazButuss XBIl OTHOCAT IMONMKUCTO3HYIO OO0IE3HB
MOYEeK W JPYTHE BPOXKICHHBIE WM MPHOOpPETEHHBIC
CTPYKTYPHBIE aHOMAJINW TOYEK W MOYEBBIBOISIIIX
IMyTeH, TEepBUYHBIC TIIOMEPYIOHEPPUTHI, BO3IEH-
CTBHUE HE(hPOTOKCHIECKUX BEIIECTB WA JIEKAPCTBEH-
HBIX TIPeraparoB (HampuMep HECTEPOUIHBIX MPOTH-
BOBOCTIAJIUTENIFHBIX TPENapaToB), HAJIMYUE €IUH-
CTBEHHOMH IMOYKH (HAIIPUMED ITOCIe HEPPIKTOMHUH TI0
TTOBOAY paka), AMETY C BBICOKIM COJIEPKAHUEM COJIH,
HeaJIeKBaTHYIO THAPATAIIHIO C IEPHOANYIECKON THTIO-
BOJIEMUEH, TETJIOBOM yaap, BO3JEHCTBHE MTECTUIUIOB
WM TDKENNBIX METaUIOB (YTO TMPEAIOI0KHUTEITHHO
SIBJISIETCSI OCHOBHOM MPUYMHOM Me30aMepPUKaHCKON
He(pomaThy) W, BO3MOKHO, BEICOKOOCIIKOBYIO JUCTY
y JIUIl ¢ TIOBBIMIEHHBIM pHCcKoM pa3BuTus XbII [8].
Cpenn HeMOTUHUIIUPYEMBIX (PAKTOPOB PHICKA BHI-
JEJIAIOT CTapIIuil BO3pacT M TeHeTmdeckne (hakTo-
pBI, HaTpUMep, BApUAHTHI TeHa aNoJIUIIONpOoTenHa |
(APOLI), xoTOopbIe MPENMYIIECTBEHHO BCTPEUAFOTCS
y BBIXOMIIEB W3 cTpaH Adpuku k rory or Caxapsl, B
4acTHOCTH y adypoameprkaniieB. Hexoropeie coctos-
HUS, HAIpUMeEp, CEpIeUHO-COCYIUCThIE WA aTepo-
aMOoIIecKre 3a00IeBaHMs (TaKKEe M3BECTHBIC KaK
BTOPHYHBIA KapAHMOPCHAIBHBIA CHHIPOM), a TakK-
ke OOJIC3HM TIecUeHH (TermaTopeHaTbHBIA CHHIPOM),
MOTYT cTarh npuanHoi pasButus XbII de novo. B
TaOJINIIEe TPEACTABICHB OCHOBHBIC (DAaKTOPHI pPHCKa
pazButus XbBII.

K meponpusaTusm, npeaoTBpaIaroiiM pa3BUTHE
XBII de novo, oTHOCUTCSI CKPUHIHT, HaIIpaBICHHBIH

Ha BBIABJICHHE U JICYCHHE JIMI[ C BBICOKUM PHCKOM
XBbII, B gyacTHOCTH OONBHBIX CaxXapHBIM IHAOCTOM
U apTepuasibHOM runeprensueid. CriegoBaTenbHO,
HAIIeJICHHOCTh Ha MCXOJHbIC (DaKTOPhI PHCKA pa3BU-
THS 3TUX COCTOSHUH (B TOM YHMCIIe METa0OIMYECKUN
CHUH/IPOM U W30BITOYHOE NMUTAHUE), KaK U KOPPEKLIUs
OXHPEHHUSI, UTPAIOT BAXKHYIO POJIb B MPODUITAKTHKE
XBIT [14]. IIpomaranga 3m0poBOro odpasza >KU3HU
(BKITFOUAsT (PUBMUYECKYIO0 aKTUBHOCTh M 3JI0POBOE ITH-
TaHWE) — BAXKHBIH CIIOCOO JOCTHIKCHHS ATOH LICJIH.
310poBOE MUTAHKUE JIOJKHO OBITH OCHOBAHO Ha TIpe-
00a1aHNK PACTUTEIHHON MTUTITN HAI MSICHOU, YMEHbB-
HICHUHU TOTPEOICHNUN COJTH, YBEITHMUEHUH COIePIKaHUs
B MHIIE CIOKHBIX YITICBOAOB M KJIETYATKH U CHUXKE-
HUU COZIEP)KaHUS HACBHIIICHHBIX KUPOB. Y OOJIBHBIX
apTepHaIbHON THIIePTeH3UeN U caXxapHbIM TuabeToM
ONTHMU3ALINS apTepUATBHOTO JaBICHUS U KOHTPOIb
DIMKeMUH S(PQGEKTUBHO TPEIOTBPAIAlOT Pa3BUTHE
IabeTHYeckoll M TUIEPTOHMYECKOW HedpomaTuu.
HenaBHo rpymnma sKCHepToB Mpeniokuia JIULIaM ¢
SIMHCTBECHHOM MOYKO# M30eraTh moTpedieHus ooee
1 rpamma Genka Ha KAJIOTPaMM Macchl Tejla B CyTKH
[16]. Cnenyet npenoTBpamaTh pa3BUTHE OKUPEHUS U
paccMaTpuBaTh CTPATETUH MO CHIYKEHHIO MacChl Tella
[14].

Bropuuynas npopuiaakruxka XBII

JlokazaHo, y OONBIIMHCTBA TAIMCHTOB WMEOT-
cs pannue craguu XbII, T.e. XbII 1 unu 2 cragum
¢ Mukpoansoymunypueit (ot 30 1o 300 mr/cyt), win
XBIT 3a craguu (pCK® ot 45 g0 60 mn/Mun/1,73 m?)
[16]. ¥V 5Tux manueHTOB «BTOpPUYHAs MPO(UIAKTH-
ka» XbII umeer Hausblcuii npuoputeT. Ha paHHuX
cranusx XBII ocHOBHas 1€Ib TPOCBELIECHUS U KIIH-
HUYECKHX BMEIIATENIbCTB 3aKII0YaeTCs 3aMeJJICHUN
mporpeccupoBanus 3abojeBanus. Hekontpomupye-
Masl WIH IJI0X0 KOHTPOJUpyeMas apTepHaibHas TH-
MepTeH3Usl MpeACTaBIsieT co0oN OAMH M3 Hambosee
3HaYUMBIX (PaKTOPOB PHCKa YCKOPEHHOTO Iporpec-
cupoBanusi XBII. [larodusnonornueckue OCHOBBI
Oomee OpicTporo mporpeccupoBanus XbII cBs3aHbl
C TIPOJIOIHKAIOIIIUMCS TIOBPEXKICHUEM CTPYKTYPHI T0-
YeK ¥ 1noTtepeil HepoHOB B COYETAHUU C HAPACTAHU-
€M MHTEPCTUIIHAIBHOTO (hubpo3a, 4yTo HabIIoaaeTCs
MpU JUIMTEJIBHO CYHIECTBYIOIIEH apTepuaibHOM T'H-
TIEPTEH3UH.

OcHOBOIl MeIMKaMEHTO3HOH Tepanmuu B pam-
KaX BTOPHYHON NPOMUIAKTUKHU SIBISICTCS IpUMe-
HEHHE TIPernaparoB, BO3JACHCTBYIOIMIMX HA PEHHUH-
AHTHOTEH3WH-ab0CTepoHOBYIO cucteMy (PAAC) —
6moxaropoB PAAC. Dtu mpenapaTsl CHHKAIOT Kak
CHUCTEMHOE, TaK U BHYTPHUKIyOOUKOBOE JIaBICHUE 32
CYeT pPACUIMpPEHUs MPUHOCIIINX apPTEPHOI, COXpa-
HsSI TaKUM 00pa3oM ocTaBmuecs HeppoHsl. [lueta
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Tabnuua / Table

dakTopbl pucka paseutua XBI de novo n nporpeccupoBaHuns yxe cyuwiecteytowiein XbI
Risk factors for de novo CKD and pre-existing CKD progression

* PakTOp pucka

Bknap B passutume XBI1 de novo

Bknag B nporpeccuposaHnue XBI1

CaxapHblii anabet

~50 % Bcex cnyyae XbI1

ApTepmaanaﬂ rmnepTeH3nd

~25% Bcex cnyvaes XBI1

OxupeHve

10-20%

BospacTt

Ha6niopgaetcs B NOXMIOM BO3-
pacTe, B 4aCTHOCTU NPV HANN4un
COMyTCTBYIOLWMX 3a60N1€BaHNI

HekoTopble nonaratoT, 4TO y NauMeHTOB
6ornee cTapLuero Bo3pacrta CKOpoCTb Mpo-
rpeccupoBaHus X6l MoxeT 6biTb HUXe

Paca, reHeTnyeckme u apyrue HacneacteeHHble dak-
TOpbI:

+ Ten APOLA1

+ HacnencrteeHHbI HedpUT(CMHAPOM AnbnopTa)

YacTo BLIABASIOTCS Y UL,
ahpoamepuKaHcKoro NpPouc-
XOXAEHUS

OcTpblii roMepyioHebpUT:
NOCTUHOEKLUMOHHBIN TH
BbicTponporpeccupytowwmin M'H

<10%

Peuname 'H nnn HapactaHue
npoTEeNHypun

MonnkncTosHble 6onesHu noyek

<10 %, Hann4yme KUCT B NOYKax B
cemMeliHOM aHaMHe3e

OcTpoe nospexaeHue noyek (OMM)
+ OcTpblit KaHaNbLEBbLI HekPO3 (OKH)
+ OcTpblit HTEpCTULMANbHBIN HedpuT (OUH)

MoBTopHbIe annadoabl OMM moryT
npmBecTu k paszsutunio XbI1

MoeTopHbIE anm3oabl OMM MoryT ycko-
puTb NporpeccuposaHne XbI

AyTOMMMYHHblEe 3a60N1eBaHNs
- CucTeMHas KpacHas BonyaHka
- Apyrve 3aboneBaHns coeguHUTENbHOMN TKaHU

JlekapCTBEHHbIE CpeacTsa:

+ JlekapCTBeHHbIE Mpenaparbl, Bbi3blBaIOLLME NHTEP-
ctnumaneHbelii Hedbput (HMNBIM,KHU, xumnoTtepanus,
MMN v gp.) nnn OKH (aMnHornmko3nabl)

+ TpaBbl M NpenapaTbl PaCTUTENILHOIO MPOUCXOXAEHMS

Pa3Hbili, Hanpumep, B TansaHu
HedponaTns, acCoLMMpoBaHHas
C MPUMEHEHNEM KNTaNCKNX TPaB,
MOXET BHOCWUTb 3HAYUTENbHbIN
BKNag,

dakTopbl BHELLHEN Ccpeap:
BO34EWNCTBUE THXENbIX METASIOB

Pepnko

MprobpeTeHHoe nnn BPpOXAeHHOe OTCYTCTBME OAHOM
NnoYkm

+ Pak, BOHOPCTBO MM HEPIKTOMMS MO MNOBOAY TPABMbI
- BpoxaeHHas eaMHCTBEHHAs NoYKa, OAHOCTOPOHHSS
aTtpodusa Noykm

MprobpeTeHHble 3a60neBaHNst MOYEBbLIBOASALLMX NyTel
1 06CTPYKTUBHAS HedponaTus

ArTDK y My>k4mH
Pak reHnTannin y XeHLmH

BpoxaeHHble aHOManum NoYek U MOYEBbIBOASLLNX
nytemn

B OCHOBHOM Yy IETEN 1 MONOAbIX
B3POCIIbIX

HeanekBaTtHoe NnoTpebieHne XnakocTu
+ Me3oamepukaHckas HedponaTtums
* Opyroe

Puck HenasBecTeH, HO ecTb Mo-
[03pEHME Ha BbICOKYIO pacrpo-
CTPaHEHHOCTb B LleHTpanbHom
Amepuke

B TO Bpems kak Ha paHHuXx ctagmsx XbI1
Ons npeaynpexneHns ann3onos npe-
peHanbHoro OFlMN BaxHa agekBaTHasa
rnapartaums, Ha NPoABUHYTbIX CTaausax
XBIM notpebneHne 60bLLIOro KoMYyecTsa
XNOKOCTW MOBLILLAET PUCK PA3BUTUS TU-
noHaTpuemMmm

BbicokobenkoBas ayeTa

Puck HensBecTeH, HegaBHue
OaHHble (B YaCTHOCTW MOJlyYeH-
Hble B UCCNEeOoBaHUNAX Y XUBOT-
HbIX) CBUOETENbCTBYIOT O 6onee
BbICOKMM PUCKE PasBUTUSA WU
nporpeccupoBaHusa XBIM npu
aveTe ¢ BbICOKMM CoAep>XXaHnem
6enka

MoTpebneHre 6GONbLWOro KONIN4YecTea
6enka MOXeT YyCKOPUTb NMPOrpeccupo-
BaHue XbI1

CepaeyHo-cocyamcTble 3aboneBaHns (kapavopeHasb-
HbI CUHOPOM)

Nwemunyeckas HedponaTtus

BonesHn neyeHn (renatopeHasnbHbI CUHOPOM)

Llmppo3 nevyeHn BCcnencreme
HACT, BUpyCHbI renatuT

* MHorume 13 aTnx ¢hakTopoB pycka BHOCST Bkiag kak B passutmne XBI de novo, Tak n B yckopeHHoe nporpeccuposaHme XBI1, cnepo-
BaTesibHO, aKTyasibHbl Kak A1 NepBUYHON, TaK U A9 BTOPUYHON NPOPUNAKTUKN.
*Many of these risk factors contribute to both de novo CKD and its faster progression and hence are relevant to both primary and

secondary prevention.
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C HU3KHUM COJepKaHHeM Oelika, MO-BUIUMOMY, yCH-
nuBaet 3¢ dekrrl 010kaTopoB PAAC [17]. dauHble 0
[TOTEHIIMAIBHOM BIUSHUH Ka4eCTBa KOHTPOJIS IVIHKe-
MUHU ¥ KOPPEKIIMU OKHUPEHUS Ha CKOPOCTH MPOTrpec-
cupoBanus XbII aHeogro3HauHbl. OTHAKO MOCICTHIC
WCCIIEZIOBAHUS CBHJICTENILCTBYIOT, YTO HOBBINA Kiacc
MIPOTUBOANAOETUYECKHUX TIPEnapaToB — HHTUOUTO-
pBl HATPHUH-TIIFOKO3HOTO KOTpaHCIIOpTepa 2-To0 THIIA
(SGLT2) mo3BosIOT 3aMEeAIUTh MPOTPECCUPOBAHNE
XBI1, Ho aToT 3hdexT MOXKeT ObITh HE CBs3aH He-
IIOCPEICTBEHHO C BIUSHHEM IIpernapara Ha YPOBEHb
muKeMud. HecMoTpst Ha TO, YTO OCTpOe MOBpekKe-
nue nouek (OIIIl) e o6s3aTeTbHO MPUBOIUT K pa3-
Bututo XBI1 de novo, snuzoner OIII, Bo3HuKIINE Y
namueHTa ¢ yxe cyuiectpytomeit XbII, moryT ycko-
pATh mporpeccuposanue mnocnenHeit [18]. OtHocu-
TEJbHO HEJABHUM IPUMEPOM YCIEIIHONH BTOPUYHOMN
MPOPUIAKTHKH, TTOMYCPKUBAIONIIM BaKHOCTh pea-
au3zaunu crpareruii npu XbBII, sBisercs npumeHe-
HUE aHTaroHHCTOB V2-pelenTopoB Ba3OIpecCcHHa
IIpH ayTOCOMHO-TOMUHAHTHON TOJIMKUCTO3HON 00-
ne3nu [19].

Tpernunas npopuiaakruxa XBII

VY manueHToB C JaleKo 3alleIMMU CTalusiMU
XBII neueHue ypeMHH M COIYTCTBYIOIIHUX COCTOSI-
HUN (aHeMUH, MUHEpPaTbHO-KOCTHBIX HapyIICHHH,
CC3) mmeeT MepBOCTENCHHOE 3HAYCHHE, ITO3BOJISS
00ecrneynTh WM MaKCUMAJbHYIO TPOJOIKUTENb-
HOCTH HU3HU. DT MEpBl MOTYT OBITH B I€JIOM 000-
3HaueHbl Kak «TperudHas npodunakrukay XBII. V
ATUX MAIMEHTOB O4YeHb BBICOKO Opems CC3, oco-
OCHHO TpY HAJMYWU caxapHOro auabdeTa WIN apTe-
pHANbHOM THIIEPTEH3UH, B TO BpEMsI Kak JApyrue Tpa-
TUITMOHHBIE (PaKTOPBI pUCKa (Takue KaK OKHpEeHHe
WM TUMEPIUMNHUIEMHUS) Y HUX YacTO OTCYTCTBYIOT.
@DakTHUECKH y ATHX MalMEHTOB HaOmIomaeTcs Tak
HazbIBaeMas «00paTHas MHUIEMHUOJIOTH, KOTAA IPU
Janeko 3amenmux cragusax XbII runepnunuaemus u
OXXKUpPEHUE, MO-BUIMMOMY, UTPAIOT 3AIIUTHYIO POJIb.
DTO MOXET OBITh CBSI3aHO C HACJIAWBAIOIICHUCS TIPO-
OseMoil 6eTTKOBO-IHEPTETHUCCKON HET0CTaTOYHOCTH
(bOH), xoTopast Jarre pa3BUBaeTCA MPH yCyTryOIeHnn
YPEMHUHU M acCOIMMPOBaHa C MOTepeill Macchl Tena U
HeOIaronpusATHBIMU HcXonaMu, B ToM uucie ¢ CC3
U cMepThio. [IprHUMast BO BHUMaHuE TOT (akT, YTo
MHOTHE M3 3THUX TMAlMEHTOB, €CIU OHHU IEPEKUBYT
paspymurensHoe neiicteue bOH u CC3, B koHeUHOM
cuere OyayT MONyYaTh 3aMECTUTENBHYIO TOYEUHYIO
TEpaIuio — AUaIN3 WU TPaHCIUIAaHTAIIUIO TTOYKH, T10-
ABJISICTCSI HOBasl TCHJCHIIHS: MPOJJICHUE TOTUAIIN3-
HOTO TepHojia 3a CUeT BHEAPEHUs KOHCEPBATUBHOTO
BeaeHus XbBII. OnHako B HEKOTOPBIX CIIydasx MpHU
HaJMYUHU COIMYTCTBYIOIIMX 3a00JeBaHUN (Hampumep

METacCTaTU4YeCKOTO paka) MOTYT OOCYXJaThCs Mal-
JIMATUBHBIE METOJbI C UCIIOIB30BAHUEM TOJIHKO TO-
JIEpAKUBAIOLIEN TEpaUU.

Honxonbl K BBHISIBJEHHIO XPOHUYECKOH 0o01e3-
HH NO0YeK

Henocrarounas ocsenomieHHocTs 0 XbII B mupe
SBIISICTCSL OJHOM M3 TPUYMH TIO3THETO BBISBICHUS
XBII kak B pa3BUTHIX, TAK U B PA3BUBAIOIIMXCS CTPa-
Hax [20-22]. B gactHOCTH, B 12 cTpaHax ¢ HU3KUM U
CpeaHUM J10x010M HHpopMupoBanHOCTh 0 XBII cpe-
JI1 HACEJIEHUS B IIEJIOM M JIaXKe B IPYTIax BHICOKOTO
pHUCKa CepAEeYHO-COCYAMCTHIX 3a00JeBaHMN OKa3a-
nack meHee 10% [22].

YuuteiBasg O0eccumnromHoe teueHue XbBII, Bax-
HYIO pOJIb B paHHEW JMarHOCTUKE JAHHOTO COCTOSHUS
UrpaeT CKpUHHUHT. MexayHaponHoe OOIiecTBo He-
¢ponoros/International Society of Nephrology(ISN)
[23], Hamumonanbpubiii modeunbii  (oux CILA/
National kidney Foundation [24], Wuunuarusa 1o
VIYYIIEHUIO TI00AThHBIX UCXOMI0B 3a00JIeBaHUMN TI0-
yek/Kidney Disease Improving Global Outcomes
(KDIGO) [25], HanmoHanbHBI# HHCTUTYT OXpaHBI
3JI0POBbSI U COBEPIICHCTBOBAHMSA MEIUIIMHCKOM I0-
moru/National Institute of Clinical Excellence [26] u
Aswuarckuii popym 1o uHHIIATHBaM B oOsacti XBI1/
Asian Forum for CKD Initiatives [27] omy0iukoBa-
T KOHCEHCYC M opHUIHaNbHy0 no3uiuio. Mcceneno-
BaHUs IO OLICHKE CKpUHUHIra W MoHuTopuHra XbII
oTCyTCTBYIOT [28]. B HacTodIIee BpeMs ceyeT CTH-
MYJIMPOBATh CTPATErHIO IeJIEHAPABICHHOTO CKPH-
HUHTA C 11eJ1b10 panHero BolsiBienus Xbl1. OcHoBHbIE
TPYMIIBI pUCKa, MOJJIeKAIIUE I[eJIEHAPAaBICHHOMY
CKPUHMHTY, BKJIIOYAIOT OOJBHBIX CaXapHbIM JHa-
OeToM, apTepuaTbHON TUIIEPTCH3UEH, MAIMCHTOB C
ocinoxkHeHHBIM 110 XBII HacnencTBEeHHBIM aHaMHE-
30M, JIUI], TOJYYaIOIUX MOTEHIUATbHO HEPPOTOK-
CHUYHbIE JIEKApCTBEHHBIE CPEJCTBA, PaCTUTEIbHBIC
mpernaparbl WIM BEIIECTBA, a TaK)Ke CPEICTBA Ha-
pomHoit MeauinHel, arueaToB ¢ OIII1 B anamHuese u
JuIl B Bo3pacte crapiue 65 net [27, 29]. XBII moxHO
JTIUarHOCTHPOBATH C TOMOIIBIO JIBYX MPOCTHIX TECTOB:
WCCIIEZIOBAHUS MOYH JJISl BBISABICHUS IPOTEUHYPHH U
aHanu3a KkpoBH st pacueta CK®D [24, 27].

C y4eToM TOro, 4TO Ha CErOJHSAIIHNN ACHb IMOITy-
IAUOHHBINA ckpuHUHT XbII He ObUT pekoMeHI0BaH 1
BBICKa3aHO MHEHHE, YTO CKPHHHUHT MOXXET UMETh He-
JKelaTeJIbHbIE TTOCIIEACTBUS [Tl OOIIEH MOMysINY,
B KOTOPOH OH MPOBOAUTCS [28], HU OIHO CIieUaH-
3MpPOBAaHHOE COOOIIECTBO MIIM TPy M0 MPOQHIaK-
TUKE HE PEKOMEHAYIOT IMPOBEACHHE OOIIEro CKpH-
Huara [30]. CTpaHbl ¢ HU3KUM U CPETHUM JOXOIOM
TUIOXO TIOATOTOBJICHBI K TOMY, YTOOBI CIIPAaBUTHCS C
paspymuTenbHbiMu niocneacteusiMu XbBII, B yact-
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HOCTH — C MMO3THUMU cTagusMu 3aboneBanus. [Ipen-
JaraeTcs, B EPBYIO OYepellb, BKIOUATh B CKPUHUHT
MAIMeHTOB U3 TPYII BBICOKOTO PUCKA, HO MPU 3TOM
pacpoCTpaHATh €ro Ha JIUIl C CYyOONTUMalbHBIMU
YPOBHSIMH pHCKa, Halpumep, ¢ NpeA-auadbeToM Win
npen-runeprensueit [31].

JkoHOMHUYecKast 3¢ (PeKTUBHOCT, NPOrpamMm
paHHeil THATHOCTUKHU

YHUBEpCaTbHBIH CKPUHHUHT OOIIeH MOmyNannun
OyIeT TPyIOEMKHM, JJOPOTHM M, KaK OBIJIO MOKa3aHo,
sKOHOMHUECKH HedhdekTrBHBIM. Eciii TONIBKO HE OT-
Ouparhb IeJeHanpaBIeHHO TPYIIIBI BEICOKOTO PUCKa,
Hanpumep, pucka XbII B HeOmaromomy4HbIX HOMyIIs-
nusx [32], To, cONIacHO aHAIU3Y SKOHOMHUYECKOH 3¢-
(heKTHBHOCTH C HCIOJIB30BAaHUEM MOIEIN MapKkosa,
CKPHHMHT BCETO HaceJIeHHUs C UCTI0Ib30BAHNEM TECT-
MIOJIOCOK ISl BBIABIICHHS MPOTEHHYPUU XapaKTepH-
3yercsi HeOaronpHuATHBIM COOTHOIICHUEM IieHa/d(-
tdextuBHOCTH [33]. HemaBHo uccnemoarenu u3 Ko-
peu moxaTBepad, yTo uX HaruonanbHas nporpam-
Ma MemunmHCKoro obcienosanus/Health Screening
Program mo ckpununary XBIT Gonee sddexruBHa y
OOJBHBIX CaxapHbIM JHa0eTOM M apTepuaibHON TH-
nepTeH3uei, uem B oOreit nomynsuuu [34]. [lo nan-
HBIM CHCTEMaTH4YecKoro 0030pa, ¢ dKOHOMHYECKOU
TOUYKH 3peHHsI CKpUHUHT XbBII ¢ momouero BbIsABIIE-
HUSI IPOTEUHYPUHU OKa3aJicsi SKOHOMUYecKH d(pdek-
THUBEH Yy MALlMEHTOB C apTEpUalbHON THUIIEPTEH3UEH
i caxapHbiM nradeToM [35]. IIocKoIbKY OCHOBHBI-
MU (paKTOpaMH, OMPEAEISIONIMMHA 3KOHOMHYECKYIO
3¢ (EKTUBHOCTD, SABJSIFOTCS YacToTa pa3BuTHs XbII,
CKOPOCTh €€ MPOTPECCHUPOBAHMS U YCIEIIHOCTh Me-
JUKaMEHTO3HOM Teparnuu, TO ¢ 3KOHOMHUYECKON TOU-
ku 3perust ckpuHUHT XBI1 MoxeT ObITh dddekTrBHEE
B TOMYJSAIUAX, B KOTOPHIX BBIIIE 3a00J€Ba€MOCTb,
CKOPOCTh TPOTPECCUPOBAHUS U JyUlle pe3yiIbTaThl
MenukaMeHnTo3Hoi tepanuu XbII.

PaunoHaJbHBIN NMOAX0J K PaHHel JUATHOCTH-
ke XBII

ITonxon k panueit guarHoctuke XbBII nomxen
BKJIIOYATh CJIEAYIOIIME TapaMeTpbl: 4YacToTa Ipo-
BE/ICHUS CKPUHHHTA; TIEPCOHAJI, TIPOBOASAIINI CKPHU-
HUHT W BMEIIATeNILCTBA Tociie ckpuHunra [21]. B me-
JIEBBIX TMOMYJSALUUAX CKPUHHUHT JIOJDKEH MPOBOAMUTCS
€XXETrO/IHO, eCJH IMPH MEePBHUYHOM OOCIIEJOBaHUH TIa-
TOJIOTHH HE HalWJeHO. DTO COINIaCyeTcs C PE30TIOIH-
et KDIGO o ToM, 9To yacTtoTa 00CJIeIOBaHMS JTOIK-
Ha 3aBHCETh OT LIEJEeBON TPYMIIbI U B OOJBUIMHCTBE
CIly4aeB He JOJDKHA IMPEBBIIIATH OJHOTO pas3a B TOJ
[25]. KTo nomkeH MpoBOANTE CKPUHUHT — 3TO BCET/a
BOIIPOC, OCOOEHHO B CTpaHaxX ¢ HU3KUM JIOXOJOM, B
KOTOPBIX YHCIIO MEAUIIMHCKOTO MIEpCOHAala OTpaHnye-
HO. [IpoBOAUTH CKPUHUHT UMEIOT IIPAaBO BpayM, CPe-
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HUM MEAUIIMHCKUI TIepcoHal, NapaMeauKku U IpyTrue
CIICIMAIbHO OOYUYEHHBIC MEIUIMHCKUE PAOOTHHKH.
BmemarenbcTBa mociie CKpUHHMHTA TaKXKe HMEIOT
00JIbIII0€ 3HAUEHUE; MTAIIUSHTHI, Y KOTOPBIX BBIsBIICHA
XBbII, nomxHbI OBITH HATIPABICHBI TSI JaTbHEHIIIETO
HaAOIONIEHNS K CIIeNHaIicTaM MEePBUYHOTO 3BE€HA U
BpayaMm OOIIel MPaKTHUKH C OMBITOM JIeueHHs 3a00-
neBanuii moyek. CriennaiucTaM IepBUYHOTO 3BEHA U
BpayaMm oO01Iell MPaKTUKU JOJDKEH OBITh MPEI0CTaB-
JIeH NpOTOKoJ BeneHus. [lociienyroniee HanpasieHue
K He(ppOIOry JOHKHO OCYIICCTBISITHCS B COOTBET-
CTBUH C YETKO MPOMHUCAHHBIMU MPOTOKOJIAaMU [22, 25,
27].

HNurerpanus npopuiaaktuxku XBII B Hanmo-
HaJIbHbIe Mporpammbl mo HU3

[IpunuMass BO BHHMaHHE TECHYIO B3aHMMOCBA3b
mexnay XBII u npyrumu HU3, xpaiine BakHO, 4TO-
OBl ycuaus 110 uHbopMannoHHOH nozauepxke XbIT,
B OCOOCHHOCTH B CTpaHaXx C HU3KUM U CPETHUM J0-
XOJIOM, OBIJTH COTVIACOBAHBI C CYIIECTBYIOIIUMHU HHU-
[IMaTHBaMH, KacarollUMHUCS caXxapHOro auadera, ap-
tepuansHoi runeprenzun U CC3. HekoTtopsle cTpa-
HBl YCIEITHO BKJIOYMIU CTPATETHH MPOQUIAKTHKH
XBII B cBom nporpammsl o HU3. Tak, B 2003 1. B
TaiiBanu ObLTa BHEIpEeHA IMpOorpaMma IO YKperuie-
HUIO 3]I0pOBBSl TOYEK, OCHOBHBIE COCTAaBIISAIOIINE
STOW MPOrpaMMBbl BKITIOUAJIHM 3allpeT Ha MPUMEHEHHE
pPacTUTENBHBIX MPENapaToB, COACPIKAIIUX APUCTOIIO-
XHEBYIO KUCIIOTY, THPOPMAIIHOHHbIC KaMITaHUH, 00y~
YeHHEe MalueHTOB, (PMHAHCHUPOBAHHUE HMCCIIETOBAHUN
B oOnactu XBII u co3manue komaH1, 00eCIeUrBar0-
X OKa3aHHWE KOMIUIEKCHON MEIUIIMHCKON ITOMOIIH
[36]. Ha Ky6e MunmncTepcTBO 3[paBOOXpaHEHHS BHE-
JIPUJIO HAITMOHANBHYIO MPOTpaMMy IO MPpOoQUIaKTH-
ke XBII. C 1996 . mporpamma mpoIia HeCKOIbKO
9TamnoB: 1) aHaau3 PecypcoB M COCTOSTHUS 3I0POBBS
B CTpaHe; 2) SMUAESMUOIIOTHYECKUE HCCIICTOBAHI
no onpexaenenuto 6pemernn XbII u 3) mocTosHHOE
o0ydeHue HedpOIOroB, CEMEHHBIX Bpadei U JIPyTrux
MEINLMHCKUX paOOTHUKOB. OCHOBHAA IIETb 3aKIIIO-
Yanach B TOM, YTOOBI CIeaTh HEPPOIOTHUECKYIO TT0-
MoIIb 60sIee TOCTYITHOM /Il HACeJIeHNUs 3a CUET peru-
OHAJIBHOTO TIepepacipesieNieHrs: He(pPOoIOrHIecKuX
CIyX0 W COBMECTHOTO BeleHHUs marueHToB ¢ XbII
CTECNUANIMCTaMU TIEPBUYHOTO 3BEHA U Hedposoramu
[37].WAuTterpanus npodunaktuku XbII B mporpam-
™Mbl o HW3 npuBena k CHUKEHHUIO PUCKOB Pa3BUTHUS
3aboneBannii moyek u CC3 B o0miel MOmymsuu.
OCHOBHBIM DPE3yJIbTaTOM CTajO CHUKEHHE pacIpo-
CTPaHEHHOCTH (aKTOPOB PHCKA, TAKUX KaK HH3Kas
Macca Tena MpH POXKJICHUH, KypeHHe W HH)EKIH-
OHHbIe 3abosieBaHus. Bo3pocna gactora BhISBIEHUS
caxapHoro quabera v JTOCTHKEHHS] KOHTPOJIS TIIMKe-
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MUH, a TaK)Ke YIyUIIHINCh IUarHOCTUKA apTepraib-
HOM rumnepTeH3nu, Ha3HaueHne He(ppOopOTEKTUBHON
Tepanuu (¢ ucnons3oBanneM HAIID) u mocTwkeHUe
KOHTpOJIsl apTepuaibHoro nasienus [38]. HemaBHo
MUHHCTEPCTBO 3APAaBOOXPAHEHHSI M COIHUAIBHBIX
cnyx6 CILIA BHenpmio aMOMIIMO3HYIO TIPOTpamMMYy,
npu3BaHHyI0 CHU3UTH K 2030 roxy YMciio aMepuKaH-
ueB ¢ TXIIH na 25 %. Ilporpamma, nmomyuuBiias Ha-
3BaHMe MHUIIMATHBA M0 YIYUIIEHHUIO 3I0POBBS MTOYEK
amepukaniieB/Advancing American Kidney Health
Initiative, BKIIOUaeT psj LeNed M KPUTEPUEB JUIS
orieHKH ee dpdexruBHOCTH. OfHA U3 TeNel — Ipu-
JIOKEHHUE YCHIIMHA 10 TPO(UIAKTHKE, BBISBICHUIO U
TOpPMOKEHUIO nporpeccuposanus XbII, B yactHoCTH
3a CUeT YCTpaHEHHs TaKUX TPAJAULIMOHHBIX (PaKTOPOB
pHUCKa, KaKk caxapHbIi AuabeT u apTepuaIbHast THIep-
TeH3us. YToObl CHM3UTHh PUCK Pa3BUTHUS IMOYCUHOU
HEJOCTAaTOYHOCTH, Tporpamma IpeaycMaTpuBaeT
YCOBEPILIEHCTBOBAHNE CHCTEMbI HAOMIONEHUS U HC-
CJIeZIOBaHUH B 00JaCTH 3IpaBOOXPAHEHUS IS BBISB-
JICHUSI TIOTTYJISIIMIA PUCKa U JIUL C PAHHUMH CTaAUAMU
XBII, a Takxe coneicTBUE BHEAPEHNUIO OCHOBAHHbBIX
Ha JI0Ka3aTeIbCTBAX BMEIIATEILCTB 10 3aMEJICHUIO
Y TIPUOCTAHOBJICHUIO MPOTPECCUPOBAHMS MMOYSUHOU
HegocTtarouHocTtu [39]. JlelcTBytolue mporpaMMmel,
HanpuMmep, CrenuanpHas mporpamma Mo caxapHomy
nuabety y unueknes/Special Diabetes Program for
Indians, mpencrapnsier co0oif Ba)KHYIO YacTh ITOM
CTpaTeruu, odecredrBas KOMaHIHBIA TOAXOM K OKa-
3aHUIO M YIPABJICHUIO MEAUIIMHCKON nomolibto. [To-
clie ee BHEAPEHUS YacToTa pa3BUTHs 00yCIOBICHHOMN
caxapHbIM JHAa0ETOM TIOYE€YHON HEeI0CTaTOYHOCTH
y aMepuKaHCKuX uHAeHneB 3a mepuon ¢ 2000 mo
2015 rox causminack Ha 40 % [40].

IlpuBjeyenne Bpadveil NMEPBHYHOIO 3BeHA M
APYrUX MeAUIMHCKUX PAa00THHKOB

[porpammer BeisiBieHUs1 ¥ TipodumakTuku XBI1
TpeOyIoT 3HAYUTEIBHBIX PECYpPCOB — KaK dYelloBe-
YEeCKMX, TaKk W (UHAHCOBBIX. J[OCTYNMHOCTH 3THX
pecypcoB OyleT 3aBHCETh B IEPBYIO O4Yepedb OT
auaupytomiero yyactus Hedposorop [41]. OnHako
He(POJIOTOB ISl OKa3aHHsI TIOMOIIIN PacTylIeMy YHC-
ay nanueHToB ¢ XBII Bo BceM MHpe HETOCTAaTOYHO.
Bricka3pIBaIOCh MPEATIONOKEHHUE, YTO OOJIBIINHCTBO
MAIMEHTOB C HETPOrPEeCcCHUPYIONIMMH 3a00JIeBaHUs-
MU TOYEK MOXKHO JICYUTh 0€3 BMelIaTelibcTBa Hepo-
Jiora, a HampaBJIATh K He()poJIoTy cenyeT MalueHTOB
¢ pCK®<30 mur/mun/1,73 M2, GBICTPBIM CHHKEHHEM
(byHKIIMH TIOYEK, TIePCUCTHUPYIOLIEH MPOTEHHYPHEH,
HEKOHTPOJIMPYEMBIMU apPTEPUATIbHON TUIIEPTEH3UEH
WU caxapHbBIM quadetom [42]. beuto mokaszaHo, 94To B
pe3ynbrare 00y4eHUsI KITMHUYeCKas KOMIIETEHTHOCTb
CeMEHHBIX Bpauel MOBBIIIAETCS, YTO CIOCOOCTBY-

€T COXpaHEeHMIO (PYHKLIMHU MOYeK y OOJBHBIX caxap-
HBIM THa0ETOM U paHHEU CTaJuei MOpakeHUs MTOYEK
[43]. IlpakTuyeckue Bpadu, MpoLIeAIINe 00yueHue,
ropa3no yame ucnoib3yioT HAIID, GrmokaTtopsl pe-
LENnTOpoB aHruoreHsuHa Il U craTuHbl, YeM Bpayw,
HE TIpOIIeANIne 00pa3oBaTeiIbHBIX KypcoB. Pe3yinb-
TaThl JIEYCHUsI OBUIM COTIOCTABUMBI C pe3yJbTaTami,
MOJTyYEHHBIMH y TIAIIMEHTOB, KOTOPbIe HaOII0IaINCh
Hedponoramu [44]. HenaBHo ObL1a IMpOAEMOHCTPHU-
pOBaHa poJjib CIEIMAINCTOB IEPBHYHOTO 3BEHA B pea-
nu3anuu crpareruii npodpunaktuku XBI1 B cTpanax ¢
HU3KHAM U CPETHUM J0X0IOM [45].

JucranunonHoe obyueHne CTaHOBUTCS Bce Ooee
TIOTYJISIPHBIM TIOIXO/IOM K MEIUIIMHCKOMY 00pa3oBa-
Hu0. B Mekcuke ycrenmHo BHEAPEHBI 2JIEKTPOHHBIE
oOpa3oBaresbHble MPOTPaMMBbI IO MPOQUIIAKTHKE H
neuennto HU3. K 2015 romy 6omee 5000 menuinn-
CKHUX PAOOTHUKOB (B TOM YHCIIC HE HE(POJIOroB)
MPONAYT 00y4YeHHE C UCTIONH30BAHNEM DIIEKTPOHHON
obpazoBatenbHOl TIaThopMel [46].

Heduuur Hedpo10roB — 3HaAYeHHE /11 IPOdu-
JIAKTUKH

Bo MHOruX crpanax pecypcsl a1 Oka3zaHus Hedpo-
JIOTUYECKOM TMOMOIIM OCTAIOTCS Ha KPUTHYECKH HU3-
KOM ypOBHE.

Jlaxxe B pa3BUTHIX 3araHbIX CTpaHax Hedpoo-
rOB 4acTO He XBaraeT. B psjae eBponeickux cTpaH
CO CXOIHOHW, MPEUMYIIECTBEHHO OOIIECTBCHHOM
CUCTEMOH 3/[paBOOXpaHEeHMsI, KOJTHYECTBO HEPPOIIOo-
TOB CYIIECTBEHHO Pa3Nyajoch. JTOT IMOKa3aTelb
OKasaJjcsi caMbIM BbICOKUM B Utanuu, ['penun u Hc-
IIaHUM U caMbIM HU3KUM — B Mpnanguu, Typuuu u
Benuko6puranuu [47]. B CHIA uucno vHedponoros
Ha 1000 manmuenToB ¢ TXIIH mocTenenHo cokpariia-
ercst — ¢ 18 B 1997 1. mo 14 B 2010 1. [48]. B pas-
BHBAIOIIMXCS CTPaHax CHUTYyallls ropasno xyxe. Bo
MHOTHX CTpaHax K tory oT Caxapsl (3a HCKIIOUEHHU-
em Hurepun, Cynana, Kennu u HOxHoti Adpuxu)
yrcio HedpororoB cocrapnsier menee 10 Ha crpa-
Hy. HemoctaToqHo Takke CpeaHero MeIUIIMHCKOrO
nepcoHana ¢ HepoJIOTHUECKON Crelanu3anueil u
MAaTU3HBIX TeXHUKOB [49]. B JlatmHCcKo# AMepuke
gucio Hedposoro cocrasnseT 13,4 Ha 1 muH Ha-
cenenuss. OgHAKO pacripeiesieHue MeXIy CTpaHa-
MU 3TOTO pEeruoHa HEpPaBHOMEpPHOE: €CTh CTpaHbl,
B KOTOphIX Ha | MuH HaceneHus mpuxomutcs <10
Hedponoros (I'onaypac — 2,1 Ha 1 MJIH HaceleHUS;
I'Baremaina — 3,3 ma 1 miH Hacenenus; Hukaparya —
4,6 Ha 1 MJIH HaceJIeHHs), ¥ CTPaHbl, B KOTOPBIX YHC-
710 HedpoJIoTOB Ha | MIIH HaceNneH sl PeBbIIaeT 25
(Ky6a — 45,2 na 1 muin Hacenenus; Ypyrsai — 44,2
Ha 1 MiH HaceneHnws; ApreaTuHa — 26,8 Ha 1 MuIH
Hacenenwus) [50].
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[puunn Takoro nedunura HeGPOIOroB MHO-
ro. IloreHnmanbubie (HaKkTOPBI, OOYCIOBIMBAIOIIUE
CYUIECTBYIOIINE pAa3lU4Ms, BKIIOYAIOT pacTyllee
opemst XBII, orpanuyenue auamna3oHa HedpoJIOTH-
YECKOM MPAKTUKH 32 CUET NPYTUX CIICIIUATUCTOB, HE-
JIOCTATOYHOE TUTAHUPOBAHUE PAOOYMX MECT B OJHUX
CTpaHax MO CPAaBHEHMIO C IPYTUMH H pa3padOTKy
HOBBLIX MOJICJICH OKa3aHUs MEIUIIMHCKON ITOMOIIU
[48]. HoBoit cTparerueii craja ycremrHas CTHIICH-
nuanbHas nporpamma ISN. C MoMmeHTa ee BHEIpEHUS
B 1985 1. 6onee 600 Bpaueit u3 6osee yeM 83 cTpaH C
HU3KUM U CPEIHUM JTOXOAOM IPOIUTH CIICIHATBEHOE
oOyuyenue. B 3HaunTEeNnHHOM YHCIE CilydyaeB oOyde-
HUE TI0 CTUICHANU MPOBOIIIOCH B OTACIBHBIX pa3-
BUTHIX IICHTPax B Tpeeiax pPErruoHa MPOKUBAHUS
ctunenauara. CortacHO pe3ylbTaraM HelaBHO IPo-
BEJICHHOTO Ompoca, 85% OMpOIIeHHBIX CTUIIEHANA-
TOB OBLIM BHOBb TPYAOYCTPOCHBI B YUPEIKICHUS I10
MeCTY KHTeNnbCTBa [S51, 52].

MexkaucunnaIuHAPHbIA MOAX0A K mpoduiak-
THKeE

C 1994 r. xoHcencyc HanmonaabHOrO MHCTUTYTA
3nopoBbsi/National Institute of Health mognep:xusaet
paHHUE MEIUIIMHCKHAE BMEIIATEeLCTBA y MAICHTOB
¢ pomuanm3HbIMu ctagusimMu XbBII. YuwutbiBag He-
00XOAMMOCTE KOMIIIEKCHOM MEIUIIMHCKON ITOMOIIN
npu XbIl, ¢ nenpio cHKeHus 3a00J€BaeMOCTH U
CMEpPTHOCTH Ha MpEeATUaIM3HON M TUAN3HON cTa-
qun XbBII pekoMeH1yeTcsl HanpaBisATh NAMEHTOB K
CIICIUATTICTaM MYJIBTUIUCITUIUIMHAPHON KOMAaHIbI,
BKJIIOUAOIIEH Hedposora, JIMETONOra, MEICECTpY,
COLIMAJIHbHOTO PabOTHHKA M MEIUIIMHCKOTO TICUXOJI0-
ra [53]. B Mekcuke MynbTHAMCIMILIMHAPHAS TIPO-
rpaMMa, peajimzyeMasi B COOTBETCTBHH C IIPOTOKOIOM
10T PYKOBOJICTBOM CPEIHET0 MEAMIIMHCKOTO Mepco-
HaJja, MPOJEeMOHCTPHUPOBaJa JIyUIlIue Pe3yJbTaThl 10
coxpanennio pCK® u TeHIeHINIO K YAYUYIICHUIO Ka-
yecTBa MEIUIIMHCKON oMol namuedraM ¢ XbII o
CPaBHCHUIO C JPYTHUMH MYJIBTHIUCITUTUIMHAPHBIMI
KIMHUYECKUMH TPOTpaMMaMHU B Pa3BUTHIX CTpaHax.
Kpome TOro, Gosbllle MAlMEHTOB HadalHd JIEUEHHE
JUATN30M B TUIAHOBOM TOPSIKE, @ HEKOTOPHIM ObLIa
MPOBEICHA MPEAIMNTUBHAS TPAHCIUTAHTAIMS TTOYKH.
Jst Tex, KTO HE MOXKET MOJy4aTh MUATU3HYIO Te-
pamnuio WIM OTKa3ajcsl OT Hee, B HACTOsSIIee BpeMs
BHEIPSIFOTCSL TIPOTPAaMMBI  MMAJTHATUBHONW TTOMOIIIH
[54]. Monenu okazaHust MEAUITMHCKON ITOMOIIH, 00e-
CIICUYHBATOIIIHE TIOJICPIKKY CIICIIUATHCTOB TICPBUYHO-
rO 3BCHA WJIM CMEKHBIX MEAMIIMHCKUX PaOOTHUKOB,
MPOJIEMOHCTPUPOBaIH  OoNbIny0  3(Q(eKTHBHOCTD
B OTHOULICHUH 3aMEIJICHHUSI CKOPOCTH MPOTPECCUPO-
BaHUs TIOYCYHON HEJOCTATOYHOCTH II0 CPaBHEHUIO
C MOJIETISIMH, B KOTOPBIX OKa3bIBalach TOJBKO CIie-
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[UATU3UPOBAHHAS MEIUIIMHCKAS TOMOIIb. bymyre
MOJIEJIM JOJIKHBI CTPOUTHCA ¢ yueToM npudrH XbBII,
CHEIU(PUUHBIX 1)1 KOHKPETHOTO PETHOHA, ITOBBIIIATH
Ka4eCTBO JMAarHOCTUYCCKUX METOJOB, YCTaHABIIH-
BaTh AJTOPUTMBI HAIPABJICHUS MAIUEHTOB U 00ecIe-
YUBaTh 00JICe KAYECTBEHHYIO OIICHKY KIMHUYIECKOU 1
SKOHOMHYECKON 3P PeKTUBHOCTH [55].

JucraHuoHHbie 00pa3oBaTe/ibHbIE NMPOrpam-
MBbI 110 popunakTuke u Jedennio XBII ¢ ucnous-
30BaHHEM JJIeKTPOHHBIX PeCYpPCOB

Hapsiny ¢ HeoOXoamMmocThio 0ojiee aKTHBHOTO
MIPOABIDKCHMSI M peanu3aiuu «IIpodumakTukuy pas-
BUTHS 3a00JI€BaHUI II0YEK U ITOYEUHON HEIOCTATOY-
HOCTH CpPEIM MEIMIMHCKUX PAOOTHHKOB, OOJIBIIOE
3Ha4YeHUE MMeeT npoaBuxkeHue «lIpodunakrukm» ¢
MTOMOIITBI0 00Pa30BaTENBHBIX MPOTPaMM IS JIUI, Y
KOTOPBIX CYIIECTBYET PUCK Pa3BUTHS 3a00JCBaHUI
MOYEK W TIOYCYHOW HEAOCTAaTOYHOCTH, a TaKXKe IS
BCETO HACEJICHUS B IIEJIOM. DTO MOATAIHBIN MPOIIECC:
OT TIOBBIMICHUS OCBEIOMJICHHOCTH, 3aMHTEPECOBAH-
HOCTH, YYaCTHsI U PACIIUPEHUS TPaB U BO3MOXKHO-
creit mo maptHepcTBa. Kak oTMewanochk BHINIE, Me-
TMUIIUHCKAst TPAMOTHOCTh HACEIICHUS B 11€JI0M HH3KA.
OcCBeIOMIICHHOCTE M TIPEACTABICHUS O 3a00JICBaHU-
SIX TI0YeK HemocTarodHbl. OOpa3oBaHMe — KIIOY K
MIPUBJICYCHUIO TAITUCHTOB C 3a00JICBAaHUSMHU TOYCK.
DTO MyTh K CAMOIIOMOIIXA ¥ MEIUITMHCKON TTOMOIITH,
OpMEHTHPOBAHHON Ha manueHTa. A.S. Narva 1 coaBT.
MoKasald, 4yTo OOpa30BaHUE IMAIMCHTOB AaCCOIUU-
poBaHO ¢ JIydmuMu ucxomamu [56]. IlpemsiTcTBus
3aKJTIOYAIOTCSI B CIIOKHOCTHU TIOJNIYYCHHSI CBEICHUI
0 0OJIe3HSX TIOYEK, HU3KOW MCXOJHON WHPOPMHUPO-
BAHHOCTH, OrPaHUYEHHON MEIMIIMHCKON TIpaMoT-
HOCTH M CIIOCOOHOCTH K MBINUICHUIO, OTPaHUYCH-
HOM noctyne Kk uHpopmanuu o XbII u orcyrerBun
TOTOBHOCTH YYHUThCS. HOBBIEC TTOIXOMBI K 00yYECHUIO
MAIMEHTOB JIOJDKHBI pa3padaThiBaThCsl C YIETOM HC-
CJIeOBAaHUH, & OCHOBHBIC YCWINS JOJDKHBI OBITH Ha-
npaBJieHbl Ha TMOBbINIEHHE KadecTBa. D. Schatel u
COAaBT. MIPOJACMOHCTPHUPOBAJIH, YTO 00pa30BaTEIbHbIC
HHTEPHET-PECYPChI, TOCBAIICHHBIC TOYKaM, I0JIE3-
HBI MMAIIMEeHTaM I camoriomonu [57]. B UatepueTe
MIPEICTAaBICHO OTPOMHOE KOJTUIECTBO 00pa3oBaTeib-
HBIX pecypcoB. [IpeacTaBienne o BUAaX HHTEPHET-
pecypcoB, ucnoiab3yeMbix nanumentamu ¢ XbIT B
HACTOAIIEE BPEMsS, MOXKET IMOMOYb MEIUIIMHCKIM
CIICIMATUCTaM, 3aHUMAIOIUMCS  3a00JIeBaHISIMHU
MOYeK, yKa3aTh MallMeHTaM HY>KHOE HalpaBliCHUE.
BaxxHo, 4TOOBI aBTOPUTETHBIC MEIUIIMHCKHE Opra-
HU3AIUH O00CCIICUUITH TTOIB30BaTEIISIM YIIPOIIIEHHBII
JIOCTYTI (MPEAMOYTHTENbHEE Ha HAITMOHAIEHOM YPOB-
HE) K MEIUIMHCKONH WH(pOpPMAIIMK HA CBOMX caiTax
(ITpunoxenue 1). B HacTosimiee Bpemsi MallMeHTH U
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HaceJIeHHe B IIeJIOM B KaueCTBE CpeJICTBAa OOIICHHUS
WCTIONIB3YIOT B OCHOBHOM MHTepHeT: BeO-caiThl,
BEO-TIOPTaNBl U PsJi COLMANBHBIX CETEH, TaKMX Kak
Facebook nnm Twitter. Kpome Toro, Ha momyssipHbIX
MOOUJIBHBIX YCTPONCTBAX CYLIECTBYIOT OecIlIaTHbIE
MPUIOKEHHS, NPEAOCTaBIsIomuUe HHQOpManuo o
bonesnsx mouek. B MHTepHere HenmocTarka B WH-
dbopmanmu HET, MpodIeMa 3aKJII0YAETCS B TOM, Kak
3G PEKTUBHO U IEJNCHANPABICHHO «IIPOTAIKABATH)
BOXHYIO MEIUIMHCKYIO HH(OPMAIIUIO M KaK o0Jer-
YHUTh TIOJB30BATENISIM TTOUCK MH(OPMAIIUK BO BpEMsI
WX TIOTIBITOK «BBITSHYTH» aKTyaJbHYIO U HAJIEKHYIO
nHpopmarmio u3 Murepuera. BaxxHo, 4T0OBI «11pO-
TaJKUBaeMas» MeIUIMHCKas nH(opmanys Oblia 1ie-
JICHAINIpaBIeHHOW W TOYHOW, COOTBETCTBOBAJla KOH-
KpETHOMY COCTOSIHHIO (II€pBHYHAs, BTOPUYHAS WU
TpeTuyHas TpodUIaKTHKa) W TMpejjaraiach Ipa-
BWJIBHOMY IIOJIb30BaTeNi0 B MpaBmibHOE Bpemsa. C
MOMOIIBI0 MH)OPMAIIMOHHBIX TEXHOJIOTHI U HH(DOP-
MaTHKH MOYKHO IPEIOCTaBUTh MAI[eHTaM U3 TPYIII
BBICOKOTO PUCKa aKTyaJIbHYIO U IeJIEHAPaBICHHYIO
rH(pOpMAIINIO, COeNUHSIONIYI0 B cebe CBeIeHHUs o
JIUarHo3e W Ha3Ha4YeHHBIX Npemnaparax. lIpusriede-
HUE pecypcoB TPO(ecCHOHANBHBIX COOOIIECTB |
CPYII TALMEHTOB — KpaliHE BAKHBIHI LIar K pa3BUTHIO
MapTHEPCTBA MEXIYy COOOIECTBAMHU U PACIIUPEHUIO
IpaB U BO3MOXKHOCTEH MAalMeHTOB B 00JacTH IMpo-
(unaxktuxy. [lonomTHUTENBHBIE PECYPCH MOTYT OBITh
MIpeI0CTaBIEHBI OJIAaTOTBOPUTENBHBIME OpraHU3aIlH-
SIMU WM TIOJTYYEHBI 3a CYET MOKePTBOBAHUH.

MNPO®UIIAKTUKA, IOBBILHIEHUE OCBE-
JOMJIEHHOCTU M YPOBHSI OBPA3OBA-
HUS — CHOBA B ®OKYCE

C ydeToM HACTOATEIHHON MOTPEOHOCTH B MOBHI-
IICHUU YPOBHS 00pa30BaHUsI U OCBEJJOMIICHHOCTH O
MPOPUIAKTHYECKUX MEPONPHUSATHIX MBI ITpeiaracm
CIIEYIOIIUE LEIH JJIs1 TOTO, YTOOBI COCPEAOTOUNUTHCS
Ha MJIaHax U JeHCTBUIX:

1. Pacmmpenue BO3MOXHOCTEH pa3pabOTKH |
MOJACPIKKU HALIMOHAIBHBIX KOMITAHUN 110 HHPOPMHU-
POBaHHIO HacelleHHUs 0 MpOoQHIaKTUKe 3a00IeBaHUIt
[OYEK 32 CUET yBEJINYCHHU MEAUIIMHCKON IPaMOTHO-
CTH.

2. [TonynauroHHbIE TOAXOIbI K KOPPEKIIUN OCHOB-
HBIX M3BECTHBIX (PAKTOPOB pUCKa 3a00JIeBaHMi TIO-
YeK — KOHTPOJIIO apTepHaIbHOrO AaBiIeHUs U dhdek-
TUBHOMY JICUCHHIO OXKHPEHHUS M CaXapHOTO JuadeTa.

3. Baeapenne noaxona BO3 «YmauHble MOKyTI-
KHM», BKJIIOYAIOUIET0 CKPUHHUHI TPYII pHUCKa pas-
Butus XbII, BceoOmmuit mocTyn K HEOOXOIMMBIM
MeTojilaM paHHel nuarHoctuku XbII, noctynHocTh
HEOPOruX 0a3MCHBIX TEXHOJIOTHUH M HEOOXOIMMBIX
JIEKapCTBEHHBIX MpPENapaToB, a TakKe Iepepacipe-

JieJieHne 00sI3aHHOCTEH: Iepexo/l OT Bpayeil K Meu-
IUHCKUM paOOTHHKAM MEPBUYHOTO 3BEHA OKa3aHUs
MEIUIIMHCKON MOMOIIH, 4TOObI 3(eKTUBHEE BO3-
JelictBoBaTh Ha nporpeccupoBanue XbII u nposo-
JUTH JIPyTHe BTOPUYHBIC MPO(QUIAKTHYECKHE MEPO-
TPUATHSL.

B cBa3u ¢ MM neBU3 «310pOBBIE MOYKH BCEM
W Be3Zie» — 9TO OOJble, YeM CIOTaH WM TOTbITKA
BBIJIaTh JKeJlaeMoe 3a IeHCTBUTENbHOE. DTO MOJUTH-
YEeCKUI HMMIIepaTuB, KOTOPBIA MOXET OBITh YCIIeIl-
HO peayin30BaH, €CIIH MOIUTHKH, HEYPOJIOTH U Me-
JTUIIMHCKHE PaOOTHUKM BKIIOYAT MPOQPHUIAKTUKY U
MEPBUYHYIO TOMOINb NpHU 3a00JieBaHUAX TOYEK B
KOHTEKCT TpPOrpaMM MO 0OECHEeYCHUIO BCEOOIIEero
JIOCTYIIa K MEIMLMHCKHUM yCIIyraMm.

Ipuno:xkenue 1. Cricok UHTEPHET-PECYPCOB, CO-
JieprKaIux HHGOPMAIIMIO 110 O0YYCHHUIO MalUEHTOB
¢ XBII

World Kidney Day
International Federation of Kidney Foundations.
International Society of Nephrology

CHIA:

American Nephrology Nurse Association

American Association of Kidney Patients

America Renal Associates (Kidneyman: Patient
Education Videos)

Kidney School by Medical Education Institute, INC.
National Kidney Disease Education Program

National Kidney Disease Education Program of National
Institute of Diabetes and Digestive and Kidney Diseases
The National Kidney Disease Education Program
National Kidney Foundation

Kanana:
The Kidney Foundation of Canada

BeankoOpuranus:

Kidney care UK

National Kidney Foundation
NHS England

ABcTpajus:
Kidney Health Australia
The Australian Kidney Foundation

Jpyrue:
National Kidney Foundation India

National Kidney Foundation Malaysia
National Kidney Foundation Singapore
New Mexico Kidney Foundation

19



ISSN 1561-6274. Hedponorusa. 2020. Tom 24. Ne2

ISSN 1561-6274. Nephrology. 2020. Vol. 24. Ne2

BUBJINOrPAD®UNYECKUIA CMINCOK
REFERENCES

1. International Society of Nephrology (2019). 2019 United
Nations High Level Meeting on UHC: Moving Together to Build
Kidney Health worldwide. Retrieved 20 July 2019. https://www.
theisn.org/images/Advocacy 4 _pager_2019 Final WEB_page-
bypage.pdf

2. Foreman KJ, Marquez N, Dolgert A et al. Forecasting
life expectancy, years of life lost, and all-cause and cause-
specific mortality for 250 causes of death: reference and alter-
native scenarios for 2016-40 for 195 countries and territories.
Lancet 2018;392(10159):2052-2090. doi: 10.1016/S0140-
6736(18)31694-5

3. Essue BM, Laba TL, Knaul F et al. Economic burden of
chronic ill health and injuries for households in low- and middle-
income countries. In: Jamison DT, Gelband H, Horton S, et al., eds.
Disease Control Priorities Improving Health and Reducing Poverty.
3 ed. Washington, DC: World Bank; 2018:121-143

4. Vanholder R, Annemans L, Brown E et al. Reducing the
costs of chronic kidney disease while delivering quality health
care: a call to action. Nat Rev Nephrol 2017;13(7):393-409. doi:
10.1038/nrneph.2017.63

5. Luyckx VA, Tuttle KR, Garcia-Garcia G et al. Reducing major
risk factors for chronic kidney disease. Kidney Int Suppl/ (2011)
2017;7(2):71-87. doi: 10.1016/j.kisu.2017.07.003

6. Luyckx VA, Tonelli M, Stanifer JW. The global burden of
kidney disease and the sustainable development goals. Bull World
Health Organ 2018;96(6):414-22D. doi: 10.2471/BLT.17.206441

7. Tonelli M, Muntner P, Lloyd A et al. Risk of coronary
events in people with chronic kidney disease compared with
those with diabetes: a population-level cohort study. Lancet
2012;380(9844):807-814.doi: 10.1016/S0140-6736(12)60572-8

8. Kalantar-Zadeh K, Fouque D. Nutritional Management of
Chronic Kidney Disease. N Engl J Med 2017;377(18):1765-1776.
doi: 10.1056/NEJMra1700312

9. United Nations General Assembly. Political declaration of
the third high-level meeting of theGeneral Assembly on the preven-
tion and control ofnon-communicable diseases (2018) Retrieved
from https://www.un.org/ga/search/view_doc.asp?symbol=A/73/
L.2&Lang=E

10. Lopez AD, Williams TN, Levin A et al. Remembering
the forgotten non-communicable diseases. BMC Medicines
2014;12(1):200. doi: 10.1186/s12916-014-0200-8

11. (CDC) Center for Disease Control and Prevention. “Picture
of America” (www.cdc.gov/pictureofamerica). Ata Glance — Execu-
tive Summary. 2017;2019

12. Levey AS, Schoolwerth AC, Burrows NR et al. Centers for
Disease Control and Prevention Expert Panel. Comprehensive pub-
lic health strategies for preventing the development, progression,
and complications of CKD: report of an expert panel convened by
the Centers for Disease Control and Prevention. Am J Kidney Dis
2009;53(3):522-535. doi: 10.1053/j.ajkd.2008.11.019

13. Saran R, Robinson B, Abbott KC et al. US Renal Data
System 2018 Annual Data Report: Epidemiology of Kidney Dis-
ease in the United States. Am J Kidney Dis 2019;73(3S1):A7-A8.
doi:10.1053/j.ajkd.2019.01.001

14. Kovesdy CP, Furth SL, Zoccali C, World Kidney Day
Steering Committee. Obesity and Kidney Disease: Hidden Con-
sequences of the Epidemic. J Ren Nutr 2017;27(2):75-77. doi:
10.1053/j.jrn.2017.01.001

15. Tantisattamo E, Dafoe DC, Reddy UG et al. Current Man-
agement of Acquired Solitary Kidney. Kidney International Reports
2019;4(9):1205-1218. doi: 10.1016/j.ekir.2019.07.001

16. Webster AC, Nagler EV, Morton RL, Masson P. Chronic Kid-
ney Disease. Lancet 2017;389(10075):1238-1252. doi: 10.1016/
S0140-6736(16)32064-5

17. Koppe L, Fouque D. The Role for Protein Restriction in
Addition to Renin-Angiotensin-Aldosterone System Inhibitors in
the Management of CKD. Am J Kidney Dis 2019;73(2):248-257.
doi: 10.1053/j.ajkd.2018.06.016

18. Rifkin DE, Coca SG, Kalantar-Zadeh K. Does AKl truly lead

20

to CKD? J Am Soc Nephrol 2012;23(6):979-984. doi: 10.1681/
ASN.2011121185

19. Torres VE, Chapman AB, Devuyst O et al. Tolvaptan in
patients with autosomal dominant polycystic kidney disease. N Engl
JMed 2012;367(25):2407-2418. doi: 10.1056/NEJMoa1205511

20. Verhave JC, Troyanov S, Mongeau F et al. Prevalence,
awareness, and management of CKD and cardiovascular risk fac-
tors in publicly funded health care. Clin J Am Soc Nephrol 2014;
9:7139. doi: 10.2215/CJN.06550613

21.Chow KM, Szeto CC, Kwan B et al. Public lacks knowledge
on chronic kidney disease: Telephone survey. Hong Kong Med J
2014;20:139-144

22. Ene-lordache B, Perico N, Bikbov B et al. Chronic kidney
diseaseand cardiovascular risk in six regions of the world (ISN-KD-
DC): Across-sectional study. Lancet Glob Health 2016;4:€307-319

23. Li PKT, Weening JJ, Dirks J et al. A report with consen-
sus statements of the International Society of Nephrology 2004
Consensus Workshop on Prevention of Progression of Renal
Disease. Kidney Int Suppl 2005;(94):s2-7. doi: 10.1111/j.1523-
1755.2005.09401.x

24. Vassalotti JA, Stevens LA, Levey AS. Testing for chronic
kidney disease: A position statement from the National Kidney
Foundation. Am J Kidney Dis 2007;50:169-180. doi: 10.1053/j.
ajkd.2007.06.013

25. Levey AS, Atkins R, Coresh J et al. Chronic kidney disease
as a global public health problem: Approaches and initiatives — apo-
sition statement from Kidney Disease Improving Global Outcomes.
Kidney Int 2007;72:247-259. doi: 10.1038/sj.ki.5002343

26. Crowe E, Halpin D, Stevens P. Guideline Development
Group. Early identification and management of chronic kidney
disease: summary of NICE guidance. BMJ 2008;337:a21530. doi:
10.1136/bmj.a1530

27. Li PKT, Chow KM, Matsuo S et al. Asian Chronic Kidney
Disease (CKD) Best Practice Recommendations - Positional
Statements for Early Detection of CKD from Asian Forum for
CKD Initiatives (AFCKDI). Nephrology 2011;16(7):633-641. doi:
10.1111/j.1440-1797.2011.01503.x

28. Fink HA, Ishani A, Taylor BC et al. Screening for, moni-
toring, and treatment of chronic kidney disease stages 1 to 3: A
systematic review for the U.S. Preventive Services Task Force and
for an American College of Physicians Clinical Practice Guideline.
Ann Intern Med 2012;156:570-581

29. Li PKT, Ng JK, ChengYL et al. Relatives In Silent Kidney dis-
ease Screening study (RISKS): a Chinese cohort study. Nephrology
2017;22(Suppl 4):35-42. doi: 10.1111/nep.13148

30. Samal L, Linder JA. The primary care perspective on
routine urine dipstick screening to identify patients with albumin-
uria. Clin J Am Soc Nephrol 2013;8(1):131-135. doi: 10.2215/
CJIN.12681211

31. George C, Mogueo A, Okpechi | et al. Chronic kidney
disease in low-income to middle-income countries: the case for
increased screening. BMJ Glob Health 2017;2(2):e000256. doi:
10.1136/bmjgh-2016-000256

32. Gonzalez-Quiroz M, Nitsch D, Hamilton S et al. DEGREE
Study Steering Committee. Rationale and population-based pro-
spective cohort protocol for the disadvantaged populations at risk
of decline in eGFR (CO-DEGREE). BMJ Open 2019;9:e031169.
doi: 10.1136/bmjopen-2019-031169

33. Boulware LE, Jaar BG, Tarver-Carr ME et al. Screening
for proteinuria in US adults: A cost-effectiveness analysis. JAMA
2003;290:3101-3114. doi: 10.1001/jama.290.23.3101

34. Go DS, Kim SH, Park J et al. Cost-utility analysis of the
National Health Screening Program for chronic kidney disease in
Korea. Nephrology 2019;24(1):56-64. doi: 10.1111/nep.13203

35. Komenda P, Ferguson TW, Macdonald K et al. Cost-effec-
tiveness of primary screening for CKD: A systematic review. Am
J Kidney Dis 2014;63:789-797. doi: 10.1053/j.ajkd.2013.12.012

36. Hwang SJ, Tsai JC, Chen HC. Epidemiology, impact and
preventive care of chronic kidney disease in Taiwan. Nephrology
2010;15(Suppl.2):3-9. doi: 10.1111/j.1440-1797.2010.01304.x

37. Almaguer M, Herrera R, Alfonso J et al. Primary health
care strategies for the prevention of end-stage renal disease in



ISSN 1561-6274. Hedponorusa. 2020. Tom 24. Ne2

ISSN 1561-6274. Nephrology. 2020. Vol. 24. Ne2

Cuba. Kidney Int Suppl 2005;97:S4-10. doi: 10.1111/j.1523-
1755.2005.09701.x

38. Alamaguer-Lopez M, Herrera-Valdez R, Diaz J, Rodri-
guez O. Integration of chronic kidney disease prevention into
noncommunicable disease programs in Cuba. In G Garcia-Garcia,
LY Agodoa, & KC Norris (Eds.), Chronic Kidney Disease in Disad-
vantaged Populations 2017 (pp. 357-365). London: Elsevier Inc

39. US Department of Health and Human Services. Advancing
American Kidney Health., 2019 accessed Sept 26, 2019 https://
aspe.hhs.gov/pdf-report/advancing-american-kidney-health

40. US Department of Health and Human Services. The Spe-
cial Diabetes Program for Indians. Estimates of Medicare savings.,
2019. Accessed Sept 26, 2019 https://aspe.hhs.gov/pdf-report/
special-diabetes-program-indians-estimates-medicare-savings

41. Bello AK, Nwankwo E, El Nahas AM. Prevention of chronic
kidney disease: a global challenge. Kidney Int Suppl 2005;98:S11—
17.doi: 10.1111/j.1523-1755.2005.09802.x

42. James MT, Hemmelgarn BR, Tonelli M. Early rec-
ognition and prevention of chronic kidney disease. Lancet
2010;375(9722):1296-1309

43. Cortés-Sanabria L, Cabrera-Pivaral CE, Cueto-Manza-
no AM et al. Improving care of patients with diabetes and CKD:
a pilot study for a cluster-randomized trial. Am J Kidney Dis
2008;51(5):777-788. doi: 10.1053/j.ajkd.2007.12.039

44. Martinez-Ramirez HR, Jalomo-Martinez B, Cortés-
Sanabria L et al. Renal function preservation in type 2 diabetes
mellitus patients with early nephropathy: a comparative prospec-
tive cohort study between primary health care doctors and a
nephrologist. Am J Kidney Dis 2006;47(1):78-87. doi: 10.1053/j.
ajkd.2005.09.015

45. Cueto-Manzano AM, Martinez-Ramirez HR, Cortes-
Sanabria L, Rojas-Campos E. CKD screening and prevention
strategies in disadvantaged populations. The role of primary health
care professionals. In G Garcia-Garcia, LY Agodoa, & KC Norrris
(Eds.), Chronic Kidney Disease in Disadvantaged Populations
2017 (pp. 329-335). London: Elsevier, Inc

46. Tapia-Conyer R, Gallardo-Rincon H, Betancourt-Cravi-
oto M. Chronic kidney disease in disadvantaged populations:
Online educational programs for NCD prevention and treatment.
In G Garcia-Garcia, LY Agodoa, & KC Norris (Eds.), Chronic Kid-
ney Disease in Disadvantaged Populations. 2017 (pp. 337-345).
London: Elsevier, Inc

47. Bello AK, Levin A, Manns BJ et al. Effective CKD care
in European countries: challenges and opportunities for health
policy. Am J Kidney Dis 2015;65(1):15-25. doi: 10.1053/j.
ajkd.2014.07.033

48. Sharif MU, Elsayed M E, Stack AG. The global nephrology
workforce: emerging threats and potential solutions! Clin Kidney
J2016;9(1):11-22. doi: 10.1093/ckj/sfv111

49. Naicker S, Eastwood JB, Plange-Rhule J, Tutt RC. Short-
age of healthcare workers in sub-Saharan Africa: a nephrological
perspective. Clin Nephrol 2010;74(Suppl 1):S129-133

50. Cusumano AM, Rosa-Diez GJ, Gonzalez-Bedat MC.
Latin American Dialysis and Transplant Registry: Experience and
contributions to end-stage renal disease epidemiology. World J
Nephrol 2016;5(5):389-397

51. Feehally J, Brusselmans A, Finkelstein FO et al. Improving
global health: measuring the success of capacity building outreach
programs: a view from the International Society of Nephrology. Kid-
ney Int Suppl 2016;6(2):42-51. doi: 10.1016/j.kisu.2016.09.002

52. Harris DC, Dupuis S, Couser WG, Feehally J. Training
nephrologists from developing countries: does it have a posi-
tive impact? Kidney Int Suppl 2012;2(3):275-278. doi: 10.1038/
kisup.2012.32

53. Tisher CC, Bastl CP, Bistrian BR et al. Morbidity and mor-
tality of renal dialysis: an NIH consensus conference statement.
Consensus Development Conference Panel. Ann Intern Med
1994;121(1):62-70

54. Garcia-Garcia G, Martinez-Castellanos Y, Renoirte-
Lopez K et al. Multidisciplinary care for poor patients with chronic
kidney disease in Mexico. Kidney Int Suppl 2013;3(2):178-183.
doi: 10.1038/kisup.2013.9/

55. Stanifer JW, Von Isenburg M, Chertow GM, Anand S.
Chronic kidney disease care models in low- and middle-income
countries: a systematic review. BMJ Glob Health 2018; 3(2):
e€000728. doi: 10.1136/bmjgh-2018-000728

56. Narva AS, Norton JM, Boulware LE. Educating Patients
about CKD: The Path to Self-Management and Patient-Centered
Care. ClinJ Am Soc Nephrol 2016;7;11(4):694-703. doi: 10.2215/
CJN.07680715

57. Schatell D. Web-based kidney education: supporting
patient self-management. Semin Dial 2013;26(2):154—158. doi:
10.1111/sdi. 12057

ABTOpbI 329BNSIOT 06 OTCYTCTBUU KOH}INKTAa UHTEPECOB.
The authors declare no conflict of interest.

IlepeBon ¢ anrmiickoro E.C. KambioBoii mos penak-
nueit E.B. 3axapoBoii.

IepeBon ocymectninen no naunuaruse PIIO u ogobpen
opraHu3alMoHHbIM KoMuTeToM Beemupnoro Jlus [ouku.

TMoctynuna B pegaxiuio: 21.01.2020
IMpunsra B nevars: 31.01.2020
Article received: 21.01.2020
Accepted for publication: 31.01.2020

21



CTPAHMULIA KDIGO KDIGO PAGE

© HOpren ®unére, lon k. bapooyp, suuen K. Karrpan, Ixxonaran [Ix. Xoran, [larpuk X. Hauman, Cunneit C.B. Tanr, xek ®.M. Beruenc,
Maiikn Yeynr, [IpBua K. Bunep, Bonsdranr K. Bunkenmaiiep u bpan X. Posun, 2020
VK 616.611-002-07-053.2(-41)

Cratps nepeBeena u onydankosana ¢ paspemennuss KDIGO. Opurnnansnas ny6aukanus (11s nuraposanus): Floege J, Barbour SJ, Cat-
tran DC et al. Management and treatment of glomerular diseases (part 1): conclusions from a Kidney Disease: Improving Global Outcomes (KDIGO)
Controversies Conference. Kidney Int. 2019 (95): 268-280; https://doi.org/10.1016/j.kint.2018.10.018

The article was translated and published by permission of KDIGO. Original publication (for citation): Floege J, Barbour SJ, Cattran DC et al.
Management and treatment of glomerular diseases (part 1): conclusions from a Kidney Disease: Improving Global Outcomes (KDIGO) Controversies
Conference. Kidney Int. 2019 (95): 268-280; https://doi.org/10.1016/j.kint.2018.10.018

doi: 10.36485/1561-6274-2020-24-2-22-41

[Opeen @néze’”, lllon [lxc. bapboyp®**, Ionuen K. Kammpar?®,

Joiconaman [[c. Xoean®, [lampux X. Hauman’, Cuoneti C.B. Tane®,

Joicex @.M. Bemyenc’, Maiikn Yeyne'’, /[»6uo K. Bunep”,

Bonvgpeane K. Bunxenmaiiep’ u bp20 X. Posun’> yuacmuuxam xonghepenyuu'

MPUHLMNMbI BEOEHWA TNTOMEPYIAPHbIX BOJTE3HEW:
NTOT COTNACUTESTBHOM KOHDEPEHLMI KIDNEY DISEASE:
IMPROVING GLOBAL OUTCOMES (KDIGO). YACTb 1

'OToeneHve Hedponorum, PeiHcko-BecTdanbckunii TEXHUYECKMI yHnBepcuTeT . AaxeHa, AaxeH, lfepmanusi; 2PernoHanbHoe MoveqHoe AreHTCTBO
BputaHckoii Konymbun, Bankysep, BputaHckas Konymbus, Kanana; 2 OtoeneHne Hedbponorun, YausepcuteT BputaHckoii Konymbun, Bankysep,
BpuTtaHckas Konymbus, Kanaga; 4 LLeHTp oueHKM 300p0oBbs 1 pe3ynsTaToB uccneposaxuii, bonbHuua Ce. Maena, BaHkyBep, BputaHckas
Konymb6us, KaHaga; ® [maBHbIi HAy4HO-UCCNeA0oBaTebCKUA MIHCTUTYT TOPOHTO, YHMBEPCUTETCKasi CETb 34paBoOXpaHeHust, TopoHTo, OHTapuo,
Kanapna; ¢ OtgenexHve Hedponoruum, YHusepcutet MeHcunbBanumn, @unapensdus, MNMeHcunbsanus, CLUA; 7 OToeneHne GonesHen novek n
runepTeHsuun, YHnsepcuteT MuHHecoTsl, MuHHeanonuc, MuHHecota, CLUA; 8 Kadbepnpa MeanumHbl, YHnBepcuteT FNoOHKOHra, BonbHuua nmenn
Koponesbl Mapuu, ToHkoHr, KuTait; ° Kadenpa Hedponorum, YHusepcutetcknin megnumHcekmii LueHtp Radboud, HeinmereH, HupoepnaHabi;
OKDIGO, Bpioccenb, benbrus; ' YHuBepcuteTckuii konnenxk JloHgoHa, JJoHaoH, Bennkobputarus; 2CenbLUMaHCKUii UHCTUTYT 300P0BbS MOYEK,
Cekuus Hedposnoruu, Kadbenpa meamuvtsl, MeanumHckuii konnenx Bainop, XetocToH, Texac, CLUA; n ®*OtoenexHve Hedponorum, YHneepcurtet
wraTa Oraino, MeaLUMHCKMI LeHTP YakcHep, Konymbusi, Orario, CLLA. " cnucok apyrux y4acTHukoB KoHdepeHumn npeacTasneH B MpunoxexHnn

PEDEPAT
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ABSTRACT

The Kidney Disease: Improving Global Outcomes (KDIGO) initiative organized a Controversies Conference on glomerular dis-
eases in November 2017. The conference focused on the 2012 KDIGO guideline with the aim of identifying new insights into
nomenclature, pathogenesis, diagnostic work-up, and, in particular, therapy of glomerular diseases since the guideline’s pub-
lication. It was the consensus of the group that most guideline recommendations, in particular those dealing with therapy, will
need to be revisited by the guideline-updating Work Group. This report covers general management of glomerular disease, IgA
nephropathy, and membranous nephropathy.
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OBLUME NPUHLUMUNBI BEOEHUSA
FMOMEPYJIAPHbIX BOJIESHEWN

B stoMm paznene OyayT paccMOTpeHBI HOBbIE KOH-
HENIMA U CIIOPHBIE MOMEHTHI B OOIIMX MPUHITUIAX
BEJICHUS TIIOMEPYJSIpHBIX Oone3ner. Crennduanbie
JUIsl KOHKPETHOM INIOMEPYJISIPHOM IaTOJIOTMH BOIIPO-
CBI M UMEIOIINECs UCKITIOUYEHHS U3 OCHOBHBIX MPHH-
IIUTIOB BejieHus1 OymyT 0OCYX/I€HbI B COOTBETCTBYIO-
mMx pasaenax. JlomoJHUTeIbHbIe BCEOObEMITIONINE
MPUHLMIIBI  BEICHUS TJIOMEPYJSpHBIX Oone3Hen
MIPEJICTaBIEHbl BO BTOPOIl IMaBe KIMHUYECKUX pe-
komerganuii KDIGO Clinical Practice Guideline for

The Kidney Disease: Improving Global Outcomes
(KDIGO) wuHumumnpoBana H31aHUE IMEpPBOH BepcUU
PEKOMEHJIAIIMK 110 T[JIOMEPYJSIPHBIM ~ OOJIE3HSIM B
2012 romy [1]. YuuTsiBast OrpOMHBINH TPOTPECC B TO-
HUMaHHUH MIaToreHe3a IIIOMEPYJSIPHBIX O0JIe3HEeH, BbI-
SIBJICHUSI HOBBIX JIMarHOCTUYECKUX OMOMapKEPOB M
HOBBIX METOJIOB JieueHHs1, okoyio 100 crenuaancToB
U3 pa3NuuHbIX obnactedl (He(poJIOoruu, MaToNOTHH,
pPEBMATONIOTHH, TEAUAaTPUU) W opraHuzanui (odpa-
30BaTENBLHBIX YUPESKACHUM, pecTaBuTeel papma-
LEBTUYECKON WHIIyCTPUHU) TPUHSIA y4acTHe B KOH-
(depentuu 17-19 nosiopst 2017 rona. [lneHapHbie 3a-

ceaHus U 00CYKICHNUS B HEOOIBIIINX TPYTIINAx B X0
KOH(EpEHIIMN TpecIeoBald 1eJb TPUATH K KOH-
CEHCYCY U 0003HAaUYUTh MPOTUBOPEYHUSI B OTHOLICHUH
HOMEHKJIATYPbI, IPUHIIUIIOB THATHOCTUKU M BEJACHUS
[JIOMEPYJISIPHBIX OOJIE3HEH, OTIPEIeTTUTh HAlTPaBICHHS
OyIyIMX UCCIEIOBAHUMN U, B YACTHOCTH, KPUTHYECKH
OLICHHUTH CYIIECTBYIOIINE PEKOMEH AN Y.

ITepBas u3 AByX MMyOIMKAIIMid TOCBSIIEHA OCHOB-
HBIM TIPUHLUIIAM BEJCHHS TIIOMEpPYISIpHBIX Oome3-
Hell, a TakkKe IIBYM paclpocTpaHEHHBIM QopMam
romepynonedppura (I'H) — [gA-nedponaruu (IgAN)
u memOpanosHoil Hedpomnarun (MH). IlepBuunbie
MOJOIUTOINATHH, KOMILJIEMEHT-0TI0CPE0BaHHbIC
0O0JIe3HU TOYEK, BOIYAHOYHBIN HEPPUT, MopakeHHe
nouek npu AHI[A-accormnpoBaHHOM BacKyJauTe U
MOHOKJIOHAJIbHAsI rTaMManaTusi peHaIbHOTO 3HAYCHUSI
OyIyT OCBElICHBI BO BTOpOH myOnukanuu. JaHHbIe
cooO1IeHus 1Mo uroramMm KoH(pepeHInH OyayT JexKaTh
B OCHOBE OyIyIIMX PEKOMEHMIAIUH, Mpolecc pabo-
TBI HaJT OOHOBJICHHEM KOTOPBIX OBbLI Ha4aT B aBryCTe
2018 rona.

Glomerulonephritis 2012 rona [1].

Bbuoncua nouxku

buoricus mo4yku SBISICTCS OCHOBHBIM METOJOM
JUATHOCTHKY IJIOMEPYJsipHO# nmatosioruu 2, 3]. Ipu
O4YEHb HEMHOTHX M OTIPeAETIEHHBIX 00CTOATENHCTBRAX,
TaKuX KaK JCTCKUN CTCPOUIUYBCTBUTCIHHBIA HE-
bpoTuveckuil CHUHIPOM, JHATHOCTHKA W JICUCHHE
BO3MOXKHBI Oe3 IpoBelieHHs He(GpOOHOIICHU MTOYKH.
Bo B3pocnoil mpakThke Takod MOAXOJ MPUMEHSET-
Csl PEAKO, HO MOJKET pacCMaTpHUBATHCS B OTIEIbHBIX
CiIy4asx, HallpuMep, B CiIydae HaIW4Hs y TalHueHTa
HOPMAJIbHOM (PYHKIIUHM TTOYEK, OCTPOTO Hadaja He-
(GpOTHYECKOTO CHHAPOMA W TIOJIOKHUTEINBHBIX aHTH-
ten (AT) x peuentopy docdonumnazer A2 (PDIIA2),
YTO B COBOKYIIHOCTM YKa3blBaeT Ha auarHo3 MH.
Jledenue MokeT OBITh Ha4aTo Oe3 OMOIICHHU, SCITH Ta-
KHE MalUEeHTbl UMEIOT BBICOKUI PUCK OCIIOKHEHUH B
pe3ynbTare MpoIeayphl, HO clelyeT MPUHUMATh BO
BHUMaHHE BO3MOXXHOCTh MHOTO JHarsosa [4, 5].

Mopdonorudecknii aHaau3 MOYCTHON TKAHHU TaK-
JKe BaKeH JUIA OLIEHKHM CTETEeHU THCTOJIOTMYEeCKOn
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AKTUBHOCTHU M BBIPQ)KEHHOCTH XPOHUYECKUX U3MEHE-
HUM, BBISBICHUS HEOXKHUJAHHBIX MPOSIBICHUN, TAKUX
KaK MHTEPCTHIUAILHBIA HEQPUT, OCTPOE TIOBpEXK/Ie-
HUE TI0YEK, TTONYITYHHS U APYTHX (PakTOpOB, KOTOPHIE
MOTYT IOBJIUATH HA TAKTUKY BEJCHHS.

Pe3ynbraThl OMOTICMM TIOYKU JOJIKHBI OBITH WH-
TEPIPETHPOBAHBI B KOHTEKCTE 3THUYECKON NpHUHAM-
JISKHOCTH, BO3pacTa, HaJTMYHsI/OTCYTCTBUS THIIEPTO-
HUM — (AaKTOPOB, KOTOPhIE MOTYT OOBSICHUTH (POHO-
Bble THCTOJIOTMYEeCKre W3MeHeHus. Hampumep, mo-
HUMaHHE «HOPMAIbHOI BBIPAKEHHOCTH (hOKAIBHO-
CErMeHTapHOTO INIOMEPYIOCKIepOo3a A1l KOHKPETHOMN
BO3PACTHOMW I'PYMITBI B TOMYJISAIMA MOKET ITO3BOJINTH
Jy4Ille OIIEHNUTH CTETeHb ITIOMEPYISIPHOM MaToI0ruu
B OTACIbHOM ciydae [6]. HeoOxomum Takke ydeT
IpyTUX MOTUPUIMPYIOMNX (HAaKTOPOB, TAKUX KaK IT-
HUYECKas MPUHAJICKHOCTD.

3radeHne MOPQOIOTHISCKOTO HCCICIOBAHUS, BE-
POSITHO, CYIIIECTBEHHO BO3pAcTeT B ONKaiiiiee Bpemsl.
Brionne BepoATHO, 4TO IpUMEHEHHE 60Jiee CHCTEMHO-
IO TIOJIXOJ1a K OIIEHKe He()pOOHOIICHH MTOBBICHT €€ eH-
HOCTb, MOCKOJIBKY OOJbIIIe BaXKHON MH(QOpPMAIAH ISt
JIMarHOCTUKH, TIPOTHO3A U JIEYSHUS CTaHET JJOCTYITHOM.
Hampumep, BO Bcex KIMHMYECKHX HCCIIEIOBAHUIX
HEeyJa4uu JIEYeHUs] OOBSICHSAIOTCS HMHAWBHAYaJbHBIMU
Pa3IUUMAMH MOJISKYJIIPHBIX MEXaHU3MOB IPOTPECCH-
poBaHMsA OOJIE3HU MPH CXOKUX TUCTOIATOIOTUIECKUX
n3MeHeHusX. s pa3paboTky TapreTHo! Teparuu He-
00XOMIMO BBISIBIIEHHE 3THX ITyTeH, 4To TpedyeT ckopee
MIPULIETTBHOTO M3YYEHUS] MEXaHH3MOB, JEHWCTBYIOIINX
Ha TKaHEBOM YPOBHE, YeM TOJILKO OLIEHKH CTaHIapT-
HBIX THCTOJIOTUYECKUX MU3MEHEHHH. DTO TaKke OTHO-
CHUTCSI K HOBOMY TIOHSITHIO UIMMYHOJIOTHYECKOM peMuc-
CHUH TTPOTHUB KIIMHUYECKOH pemuccud [, 7, 8].

HeoOxoauMocTs  2JEKTPOHHOH — MHKPOCKOIIUU
Ka)k0ro HeppoOumomnara ocTaeTcsi ClIopHO. ITo MO-
KeT OBITh PEIIAIOIUM B HEKOTOPBIX CITyYasiX, HalpH-
Mep, npu auddepeHHatbHON UarHOCTHKE UMMY-
HOJIOTUYECKH OTIOCPEOBAHHOTO W aJalTHBHOTO Ba-
PHAHTOB ()OKATBHO-CETMEHTAPHOTO TIIOMEPYIIOCKIIE-
po3a [9]. [IpumeHenue 3MeKTPOHHON MHUKPOCKOIHU
[TOBCEMECTHO 3aTPyAHUTEIHHO, HO 3TO MOXET OBITh
BBITIOJIHEHO IyTeM OTIPAaBKH HEOOJBIIOTO KOJIUYe-
CTBa TKaHM B CIEIMAJIM3UPOBAHHYIO Jab0OpaTopHio B
CIIy4asx, Korja yJabTpacTPYKTYypHBIH aHAIU3 MOXET
OBITH KPUTHUYCH JJIs1 AMArHO3a U TAKTUKH BEJCHHUSL.

Ouenxa pynkyuu nouex

IIporennypusi. BOJIBIIMHCTBO IVIOMEPYISIPHBIX
MaTOJIOTUH aCCOIMUPOBAHO CO 3HAYMMOM MPOTEHUHY-
pueil. XoTs Ui OLIEHKH MPOTEUHYPUH OOBIYHO HC-
MOJIB3YIOT COOTHOIICHUE aTbOyMHH/KPEATUHHH HITH
oenox/kpearunut (bKp) B o0pasmax mouwu, mociesn-
HUE JTaHHBIE TOBOPAT O IJIOXOM COOTBETCTBUU MEXKIY
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STUMHU COOTHOLICHMSIMU U CYTOYHOH IPOTEUHYpUEH
[10]. CootHomenus anbOymun/kpearuand U BKp mo-
JIE3HBI B OOIEH KIMHUYCCKOU MPAKTHKE, HO OHU He-
JIOCTaTOYHO TOYHBI, KOT/1a HEOOXOIUMO TPUHSATH pe-
[IEHHE O MPUMEHEHHUH TMPEenapaToB BHICOKOTO pHCKa
Mpy HEeOONBIINX N3MEHEHHIX poTennypuu [11, 12].
B Takux ciydasx He0OXOIUMO OIIEHUBATh CYyTOYHYIO
nporeunyputo unu bKp. Baxxno ormerurs, uto bKp,
OTIPEICIICHHOE B CyTOYHON MOY€e, COOpaHHOU KaK MU-
HuMyM Ha 50 %, 10CTaTOYHO TOYHO OTPAKAET CYyTOU-
HyI0 npoteunypuio [13].

YV ManeHbKuX AeTel CyTOUHBIH cOOp MOYM YacTo
HEBO3MOXEH, U cooTHomeHue bKp sBasercs npen-
MOYTUTEIBHBIM METOJIOM OILIEHKH MPOTEHHYPHUHU.
KoHTposp ypoBHA anpOymMHHA IIa3Mbl KPOBH Yy TIa-
IIUEHTOB ¢ HEPPOTHUECKUM CHHIPOMOM TAKXKE TPeJI-
CTaBIAeT cO00i IEHHBIN HHCTPYMEHT 11 KOCBEHHON
OIICHKH CTETICHH MPOTEHHYPUH.

Ouenka CK®. 30710THIM CTaHAAPTOM OICHKHU
IKCKPETOPHOW (YHKIIMU TMOYEK OCTaETcs WHYJIUH
WJIM U30TOIMHBIE METOAB! OIIEHKH KJIMPEHCa, HO OHU
Jloporue U TPeOyIOT KOMIIETEHTHOCTH OIepaTopa.
B nacrosmee Bpems pa3padarbiBaioTCs HOBbIE TOY-
HBIE€ METONbl H3MEPEHHS CKOPOCTH KIyOOUYKOBOH
¢unsrpanuu (CK®) [14], x0T BMECTO 3TOTO 4acTo
ucnions3ytor ypaBaenue Chronic Kidney Disease
Epidemiology Collaboration’s (CKD-EPI) [15]. J{ns
JIeTel Taroke ObLIM paspaboTaHbl Gopmysisl [16, 17].
Tem He menee ypaBHeHus pacueTHoit CKD (pCKD)
OBUIM BaJIMU3UPOBAHBI JUISI OTAEIBHBIX TJIIOMEpY-
JSIPHBIX TIATOJOTUH W MOMyJsiuid OoibHBIX. Takike
1t otieHku CK® y marueHTa ¢ BEICOKUM YPOBHEM
MPOTENHYPUN B OONBIIMHCTBE HCCIIEOBAHUN MpPHU-
MEHSIOT OLIEHKY KJIMpEeHcCa KpeaTWHWHA B CyTOYHON
Moue. OmubKkH, CBSI3aHHBIE cO cOOpPOM MOYM U Jia-
OOpaToOpHBIMH HM3MEpPEHUS MU, MOTYT MPHUBECTH K
HerouHoit ornenke CK® B 50% cmydaes [18-20].
ToYHOCTB 3THX METOZOB MOXET OBITh YACTHYHO KOM-
MIEHCHPOBAaHA YaCTHIMHU MOBTOPHBIMU M3MEPEHUSIMU
Y WCITOJIb30BAHUEM METO/Ia KOPPEKIIMH TaHHbIX [21].
[IpocToii, HageKHBII U HeOPOToit OnoMapkep QyHK-
IIUU TIOYEK BCE €Ille OTCYTCTBYET.

I'emarypust. Makpo- 1 MUKpOreMaTypHst aCCOLUU-
POBaHBI MOYTH CO BCEMHU IIIOMEPYIISIPHBIMU TATOJIO-
THSIMH, a BBIABJICHHE SPUTPOLUTAPHBIX HUIMHIPOB
MOYET SIBUTHCS KIJIIOUOM K JMAarHOCTHKE TJIOMEpPYJI0-
He¢pura, Hanpumep IgAN. KauecTBeHHBIN pyTHH-
HBIH TECT B BUJE TECT-TIOJIOCKHM MOXKET yKa3aTh Ha
HaJIM4YUe WIA OTCYTCTBHE MHUKPOT€MaTypHH, HO KO-
JIMYECTBEHHAs OIIEHKa TeMaTypruu UMEeeT CyIIEeCTBEH-
HBIC OIPAaHUYCHUS, BKITIOUAs BpeMsI MEXy cOOpOM 1
MCCIIEZIOBAaHUEM, KOHIEHTPAIIUI0 MOYH, ITOATOTOBKY
ocajka Moud, pH MOYM M OLIEHKY HCCIeI0BaTENIEM.
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TeM He MeHee MCUE3HOBEHHE I'eéMaTypuu CBSA3aHO C
IIOJIHOM KJIIMHUYECKOW pEMUCCUEH, YTO MOKET UMETh
3HAYEHUE B OLIEHKE aKTUBHOCTHU TaKuX 3a00JIeBaHMUIA,
kak [gAN u AHIIA-Backymnut [22, 23].

Onenka mcxona. Perynupyroniye oprasHbl IOKa
YTO TIPOBOJAT O00peHHEe TpernapaToB sl JICUCHUsI
I'H Ha oCHOBaHMHU KJIACCMUYECKHUX PE3YyIbTaTOB — JI0-
CTIKEHHS ITOJTHOW PEMHUCCHM IO TPOTEHHYPUH Kak
[IOJIOKUTEIBHOTO Pe3ysbTaTa U pa3BUTHA TePMHUHAIb-
Hoit moyeyHoi Hemoctarounoctd (TIIH) (mmm cuu-
xenust pCK® na 50 %) w/umm cMepTHOCTH Kak OTpu-
LaTeIbHOro pesynbTara. HemaBHee cOTpyIHHUECTBO
MeXly YNpaBlIeHHEeM 10 KOHTPOMIO 32 MPOXyKTaMU
n nekapctBamu CIIA (FDA), dapmaneBrudeckoit
MIPOMBIIINICHHOCTBIO ¥ TPeICTaBUTENsIMH  Hedpo-
jorudeckux coodmects mox srunoi Kidney Health
Initiative (MHMIIMATHBA 10 3I0POBBIO ITOYEK) TPUBEJIO
K pa3paboTKe aJbTepPHATHBHBIX CYyppPOTaTHBIX KOHEY-
HBIX TOYEK JUIA OA0OpPEHHS JIEKapCTBEHHBIX CPEICTB.
B xone mepBoil BCTpeuu IO 3TOMY BONPOCY HPUHS-
TO pEIIeHHE Pa3pelInTh NPUMEHEHHE B Ka4eCTBE KO-
HeuHoil Touku cHmkeHne pCK® na 40% c orosop-
KOH, uTO OoNlee paHHHE KOHEUHBIC TOUKH HEOOXOIU-
MBI B cllydasx peakux Oonesneit [24]. Ilo HegaBHUM
nmauHbM B CIIIA mpu MH nonnas pemuccus Moxer
OBITH IPHIMEHNMA B Ka4€CTBE CyppOraTHON KOHEYHOMH
TOYKH, a YACTUYHAsl PEMHUCCHS — KaK OCHOBaHHUE IS
07I00peHus TmpernapaTta Mpyu YCKOPEHHOW MporpaMme
ono6penus [25]. O0a ucxoma MOATBEPIKIACHBI CTATH-
CTHYECKMMH METOJ]aMHM, YTO TTO3BOJISIET MPUMEHATH U
OILIEHKY YaCTMYHON PEMHCCHH IMPOTEHHYPUH, OCHO-
BBIBAsACh HA €€ MPOJOKUTEIHLHOCTH Y OTACIBHBIX Ia-
nreHToB [26]. MHunmaTuBHAS Tpymmna Mo 340POBBIO
[IOYeK B HACTOsIEE BpeMs M3y4aeT CypporaTHble KO-
HeuHble Touku npu [gAN U BomyaHOUHOM HedpuTe.

IlepcnekTHBBI B OTHOLIEHUH (PYHKIHH MOYEK.
Konuernus 6ecriepcrneKTUBHOCTH MOXKET UMETh pe-
maroliee 3HadeHue Ui BEACHHSA IMalMeHTOB. DTO
«TOYKa HEBO3BpaTa» OOBIYHO OTpeeNsieTcs Kak HU3-

kast pCK®, vacto < 30 ma/mun/1,73 M? w/unm Bbico-
Kas CTereHb HeOOPATUMBIX XPOHUYECKUX U3MEHEHUI
npu MOpP(}OIIOTUYECKOM HCCIIeIOBAHUN TOYEYHON
Tkaau [1]. HenHBa3uBHas OIleHKAa XPOHUYECKUX H3-
MEHCHMI TTOYEYHON MapeHXUMbl/PprOpo3a He roToBa
K KJIMHUYEeCKOMY npuMeHeHuto [27]. B nactosimee
BpEMsI JUIsl OIICHKHU TIEPCIIEKTUB B OTHOIICHUH (YHK-
IIUH TIOYEK CKOPOCTh €€ M3MEHEHHUsI, BEPOSITHO, Ooliee
BakHa, deM eamHnuHOoe m3Mepenue pCKD. Kpome
TOTO, TIPH OLIEHKE MEePCIEKTUBBI JOJHKHbBI yUUTHIBATh-
sl BO3PACT U 00111ee COCTOSHUE 3/I0POBBSI.

Bonpoc o GecnepcneKTHBHOCTH TaKkKe paccMa-
TpHBaeTCs B KIIMHUYECKUX HccnenoBanusax. Kpurepun
OecrepcreKTUBHOCTH YacTO HCIIONB3YIOTCA IS HC-
KITIOUEHHS! MAllMeHTOB W3 KIMHUYECKUX HCIBITAaHUN
Ha OCHOBAHMHU TOTO, YTO Y TaKMX IAIMEHTOB PHUCK
MIPEBBICUT TONB3Y. [l03TOMY MHOTHE MAIMeHTH! YITy-
CKalOT BO3MOJKHOCTb Y4yBCTBOBAaTb B ICCIIEIOBAHUAX,
YCIOXHSISL JTOCTHKEHHE pa3Mepa BBIOOPKH U 0000-
I1a€MOCTb Pe3yJbTaToB. [l0ne3HbIM MOJKET OKa3aTbes
MIPUBJIEYCHNE TIAIIUEHTOB MPU OTIPEEIEHUH COOTBET-
CTBHH 7151 KIIMHUYECKOTro nccienoBanus. Ecnu neva-
NIMHA Bpad CYHMTACT IeNeCOO0pa3HbIM pPacCMOTPETh
ydacTHe TalKeHTa B KIMHUYECKOM HCIBITAHUU U
MAIMEeHT TIOJIHOCThI0 MH(POPMUPOBAH, MOXKHO OBLIO
OBl paccMaTpUBaTh TAKOTO MAllMEHTa KaK KaHIHUaTa,
€CITU KpUTepHH OECTIePCIICKTUBHOCTH OBLIN OBI Me-
Hee KECTKUMHU. DTOW KOHIETIUHU MPUISPKUBAIOTCS
B KJIMHUYECKOW IpakTuke. [IpuBieueHue nanueHToB
MOXET CTaTh OOOCHOBAaHHBIM, TaK KaK CTAHOBHTCS
JIOCTYTIHBIM JIEYEHHE, ACCOLMHUPOBAHHOE C HU3KUM
PHUCKOM, YTO, OIHAKO, SIBIISIETCS] CIIOPHBIM MOMEHTOM.

Kauecmeo sicusnu u kauecmeo 300po6vs

KadecTBo XM3HM U Ka9€CTBO 37I0POBbS — BaXKHbBIE
KOMITOHEHTHI IS ONpeAeNICHUs] HEOOXOUMOCTH JIe-
YeHHs, KOTOpPBIE BCe OOJIbINE UCIIOIB3YIOT PETYIHPY-
IOII[e OPTaHbl JJIs OLIEHKH 001Ieil IIEHHOCTH HOBOTO
Buna tepanuu [1]. [Ipu mmomepynsipHbIX OOJIE3HSIX
pa3pabaThIBaOTCS UCXO/IbI, CBSI3aHHBIE C MTAIlUEHTOM,

Tabnuua 1/ Table 1

NU3BecTHbIe N HOBble paKTOpPbl pUCKa NMPOrpeccupoBaHnda 6051e3HU NMoYek
Established and emerging risk factors for progression of kidney disease

dakTopbl pycka NPorpeccupyoLLero cHuxkeHns CK®

HoBble dakTopbl pucka nporpeccupytoLLero cHuxeHns CKD

MepcucTrpyioLas NpoTenHypus

HenooHOLWEeHHOCTb (H13Kasa macca Tena npu poXaeHun) 1 apyrue NnpuHmnHbl
HM3KOro 4Yncna HedpoHoB [29]

[10X0IN KOHTPONb rMNEePTEH3NN

Manas NnpoaomKMTENBHOCTbL CHA 1 ApYriue CBS3aHHbIE C 3TUM COCTOSIHUS
(Hanpumep, CMHAPOM BEeCnoKOMHbLIX HOT, HoYHOEe anHo3) [30]

[noxon KOHTPONb caxapHoro anabeTta

OxunpeHnmne [31-33]

KypeHne

Mon? [34]

3Haunmas cepaevHo-cocyaucTas natonorns

MpuMeHeHne HedPOTOKCUYHbBIX NPenapaToB

MNpumeuarre. CKD — ckopocTb kiy6o4KOBOW hUNLTPaLLN.
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U CIIOCOOBI MX OIEHKH, HO CTaHAAapTOB B KIMHHYE-
CKHX PEKOMEHJIAIUAX MTOKa HET.

/lpyeue onpedensatouiue haxmoput npozpeccupo-
6aHUs DONE3HU NOYEK

B nomonHeHne K XOpOIIO YCTaHOBJIEHHBIM (hak-
TOpaM MPOrpeCcCUPOBaHUS, TAKUM KaK IEPCUCTHPYIO-
miasi MPOTEUHYPHs, IJI0XO0 KOHTPOJUpyeMas THIlep-
TOHHUSA, AUA0ET, KypeHHe WM CEepAeYHO-COCYINCThIE
3aboneBanus [28], HOBBIC MAaHHBIC TOATBEPIKIAIOT,
YTO HEJOHOIIEHHOCTh OKa3bIBAET BIMSHUE HA KOJH-
4ecTBO HE(PPOHOB M TOTCHIHAIBHO OTPaHUYHUBACT
[IOYEYHBIA pe3epB, YBEINYHUBAs PUCK MPOTPECCHPO-
BaHMS TJIOMEPYISIPHBIX Oone3nelt (tadmuma 1) [29].
OT0 MOXeT OBIThH JIETKO YCTAaHOBJIEHO HAa OCHOBAHUHU
Macchl TeJla MPU POXKJIECHUHU. JHAYCHHE HETOHOIICH-
HOCTH TIPYU KOHKPETHOM 3a00JI€BaHUU TOYEK 00CYXK-
JlaeTcsi, HO 9TO MOXKET OBbITh BaXXHOH MHQOpMaIneH,
CIIOCOOHOM MOBIHATDH Ha JIEYEHUE U MTPOTHO3.

Jpyroii HelaBHO BBISIBIICHHBIH (DaKTOp pHCKa JIJIs
310pOBbd — 3TO rurueHa cHa. Ilo manneiM Hanwmo-
HaJBHOHN MPOrpaMMBbI TPOBEPKH 3I0POBbS U MUTAHUS
B TIOMYJISIMHU OONBHBIX C XPOHHYECKOW OOJIEe3HBIO
nouek (XBII), kopoTkas mponOMIKUTEIHLHOCTh CHA U
JpyTHe CBSA3aHHBIE paccTpoiicTBa (Hampumep, CHH-
JIpoM OECTIOKOMHBIX HOT, HOYHOE alHOd) acCOIUH-
POBAHBI C CepACYHO-COCYANCTON U 00IIel cMepTHO-
CTBIO. DKCTPANOIALNS 3TUX JAaHHBIX Ha MOMYJISAIUIO
OOJBHBIX C ITIOMEPYISIPHOM MaTOIOTHEH TIPEICTaBIs-
eTcsl yMECTHOH, TaKk KaKk MOAN(UKAIINS 3TOTO (HaKTo-
pa MOXXeT ObITh IPUMEHEHa Y Bcex marueHToB [30].

CHmXeHrne Macchl Tea y MalueHToB ¢ 0KUPEHH-
€M MOXKET JIaTh TO3UTHBHBIN 3PQEKT Mpu TIoMepy-
nspueIx 6one3nsx [31-33]. HeGompmme uccnenona-
HUS, U3yYarolye AUeTy U OapuaTpudecKue METO/IbI
JIeYeHUs], TOKa3aJd TIOJIOKUTENbHbIE OTJaJIeHHBIE
pesynbraTsl. CHHKEHHE MaccChl Tella ¥ ONTHUMHU3ALUs
BPEMEHU CHA MPEICTABIAIOTCS BO3MOXKHBIMU J0-
MOJTHEHUSIMUA K CTaHJIAPTHBIM IOIXO/IaM JIEUCHHUS, a
ABJISASICH DKOHOMUYHBIMH, IIUPOKO MPUMEHUMBIMH,
CIOCOOCTBYIOT BOBJIEUEHHUIO MAI[IEHTOB B JICUCHHE.

ITon — apyroit acnekt, KOTOpPbIM YacTO CUUTAIOT
BKHBIM IIPH CTPATUPHUKAIIIH PUCKA TIPH TIIOMEPYJISIp-
HbIX Oone3usx. [locneanre nanHble, OTHAKO, TOKA3bI-
BAIOT, YTO Pa3lNYHbIE TEMIIbI IPOTPECCUPOBAHUA 3a-
OosieBaHMs B OOJIBIIEH CTETIEHHU CBA3aHBI C TUCTOJIOTH-
YEeCKOM Kareropuei, apTepuaibHbIM AaBieHueM (AJl)
1 TSOKECTBIO IIPOTEHHYPHUH, YeM ToJIoM [34].

I'enemuueckoe mecmupoganue npu 001€3HAX
nouex

Pa3BuTHE reHeTHYECKOTO TECTUPOBAHUS MPOU30-
[IUI0 JIOCTATOYHO OBICTPO, a 3HA4YCHHE MeToja Cy-
LIECTBEHHO PACHIMPUIIOCh M BKJIIOYAET HE TOJBKO
MTOATBEPKACHNE KIMHUYECKOTO MarHo3a, HO TaKxke
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YCTaHOBJICHHE (OPM HaclieZA0BaHUs, AUQPQPEepeHIH-
AJIbHBINM TMarHO3 reTePOreHHbIX COCTOSHUMN, onpee-
JICHWE TOJXOJAIIErO JICUCHUs, HalpaBIeHUE pele-
HUS O TUTAHUPOBAHUM CEMBH U OTpeeTICHHE PUIH-
HBI HEOOBSCHEHHBIX CEMEHHBIX 3a00I€BaHUM MOYEK.
Taxoke 0XKUIaeTcs, 4TO TeHETUYEeCKHe METObI OyayT
UCTIONIb30BAThCS JIJISI BBISABICHUST (DaKTOPOB pHCKa
MIPEIPACIIONOKEHHOCTH U IIporpeccupoBanus. B Ha-
CTOsIIIIEE BPEMsI CTOMMOCTh U HeYeTKHe KIMHUYECKHE
CXeMBbl PUMEHEHHsI OTPAaHUYMBAIOT HCIOJIH30BAHNE
TCeHETHYECKOTO TeCTHpOBaHus [35, 36].

Beoenue ocnoscnenuii 2nomepynapHsix oonezneii

I'mneprensusi. KoHTpons aprepualibHOW IuIep-
TEH3UH OCTAETCSI KPUTUYHBIM TIPH BEJICHUH AllMeHTOB
¢ I'H. HecmoTpst Ha TO, 4TO HEKOTOPBIE POTUBOPEUHS
B OTHOIIEHUH IieneBoro ypoBHs A/l ocrarorcs, naH-
HbIE TIOJITBEPXKIALOT 1ienieBoe 3Hauenue AJl 125/75 mm
pT. ct. myst marwenToB ¢ I'H u npotennypueii > 1 r/cyT.
Kpurtudeckn BaKHBIM JIJIs1 BEZICHUS] Pe3UCTEHTHON ap-
TepUaIbHON TUIEPTEH3HUHN SABIISETCS TIIATEILHBIN aHa-
U3 ToTpeOneHust Hatpus ¢ numieid. OOydeHne marm-
€HTOB NPaBIILHOIN HUHTEPIIPETAINU COCTaBa MHIIEBBIX
MIPOIYKTOB TI0 TPOIOBOJILCTBEHHBIM ATUKETKAaM U 00e-
criedeHue 0OpaTHOM CBSI3H ITyTEM OIIEHKH ITOTPEOIeHUS
HaTpHUs [0 CyTOYHON SKCKpeIMel HaTpus B Mode, 6e3y-
CIIOBHO, SIBJISIOTCS A pekTrBHBIMU MeToamu [37, 38].
Orpannydenue noTpeOIeHns HaTpys He TOJIBKO CHIKa-
et AJl, HO U MOXET YCHJIMBaTh aHTUIPOTEHHYpHUYE-
ckre 3PQPeKThl OJIOKAaTOPOB PEHUH-aHTMOTCH3UHOBOM
cucremsl (PAC). B Hacrosmiee Bpemst MTHCTUTYT Meu-
IIUHBI PEKOMEH/IyeT OrpaHMYMBaTh MOTpeOlieHne Ha-
Tpust 1o <1500 mr/cyt (65 mmonb/n), uto Ha 50-75%
MEHBIIIE CPETHETO CEeBEpO-aMEPUKAHCKOTO MoTpedie-
HUs. Her MOCTOBEpHBIX MAaHHBIX 00 ONTHUMAaIbHOM
OTpaHHYEeHUE HATPHA Y JACTEH.

CHuzkenne mpotrenHypun. CHUXKEHUE TPOTEH-
HYpUHU OCTaeTcs IIeNbI0 Teparnuy MpH MPAKTHYECKU
BCEX NIOMEPYJSAPHBIX IaTOJOrusAX. [MaBHBIA 1OA-
xox — 6mokaga PAC. OCHOBHBIM CITOPHBIM 00CyX1ae-
MBIM MOMEHTOM SIBIIIETCS] IPUMEHEHNE HHTHOUTOpa
aHTMOTEH3MH-TIpeBpaliaronero GepMmeHra/omokaro-
pa pelenTopa aHrMOTeH3WHa B KauecTBE MOHOTEpa-
UM, B BUJIC TBOWHOW Tepanvu W/ Uil B KOMOMHAITUH
C aHTaroHHWCTOM ajbJ0CTepoHa. Panee puck rumep-
KaJMeMHHd U ocTporo moBpexaenus mnodek (OIIII)
MepeBelrBal MPEeUMYIIECTBO JBOMHOM Tepanuu,
HO TIOCJIEJIHUE MCCIIEOBAaHUS TOKa3bIBAIOT, YTO TpHU
TIIATEIbHOM MOHUTOPHPOBAHWU KOMOMHHMPOBAHHAS
Tepamnust MoXeT ObITh Oe3omacHoit [39]. Tem He Me-
Hee, IpenMyIecTBo aBoriHol 6mokansl PAC mpu ['H
C BBICOKHM yPOBHEM IPOTEUHYPUHU OCTAETCSI HEYTOU-
HeHHBIM [39]. [IpakTUuecKuil ToaX0 ISl YMEHBbIIIe-
HUS PUCKOB OCJIOKHEHu# O1oka el PAC, B yacTHOCTH
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OIIIl, 3axiroyaercs B TPEIOCTaBICHUE TALUEHTY
«MHCTPYKLHUI» O HEOOXOAUMOCTH OTMEHMTH Ipera-
par WM yMEHBIINTH J03y B Cly4ae JeruipaTaiuu
BCJIEJICTBHE BO3HUKIINX PBOTHI WIIN JHAPEH.
brokaropsl amppocTepoHa CHHXKAIOT CEpIeYHO-
COCYIHUCTYIO0 CMEPTHOCTh Y TAIlMEHTOB C CepACYHOMN
HEJ0CTAaTOYHOCThIO, a TAK)KE CHIDKAIOT abOyMUHY-
puto [40-42]. Tem HEe MeHee, aOCOTIOTHOE COOTHO-
LIeHWE PHUCKa U TOJIb3Bl B OTHOIIEHHH OJIOKaTOpOB
anboctepona npu I'H octaercs HesicHBIM.
MHruOuTopsl HaTPHUEBO-TIIOKO3HOTO KOTPAHCIIOP-
Tepa 2 (SGLT2) MOryT OTKpPBITH HOBYIO CTPaTETHIO
B CHIDKEHMH NpoTenHypun. OHAKO B HETaBHEM HC-
CJIEJIOBAaHUU KPATKOCPOUYHOE JIEYEHNE WHTHOUTOPOM
SGLT2 pmanarmugno3nHOM HE MPUBEIO K MOTU(H-
Kalldd TEeMOJWHAMHYECKOM (QYHKIUU TOYEeK WU
YMEHBIIEHHIO MTPOTEHHYPUU Y OOJIBHBIX € (hOKAIBHO-
CEerMEHTApHBIM TJIOMEPYIOCKIepo30oM 0e3 amabera,
BO3MOXXHO, B CBSI3U C TOJABJIEHUEM MOYEYHON 3KC-
npeccun SGLT?2 [43]. Heckonbko KpyITHBIX HCCIIEH0-
BaHUIl B HACTOsIIEe BpeMsl UCCIENYIOT HHIHOUTOPHI
SGLT2 npu XBbII 6e3 nuadera (nanpumep, Hccneno-
BaHHUE 3alUTHl CepAlla U IMOYeK AMIATTU(IOZUHOM
[EMPA-KIDNEY], NCT03594110; Dddexrsr [ana-
IUQIO3UH Y MallMEHTOB C MPOTEUHYpHe u 0e3 nua-
oerta [DIAMOND], NCT03190694; HccrnenoBanue
oneHku 3¢ dexra Jlanarnmudiio3nHa Ha TIOYEUHBIC HC-
XOJIbI U CEPJIeYHO-COCYUCTYI0 CMEPTHOCTh y TAallH-
enToB ¢ XbII [Dapa-CKD], NCT03036150).
I'mnepnunuaemus. [Ins nauwentoB ¢ XBII,
BKJIFOUasl nanueHtoB ¢ I'H, XapakTepHbl BBICOKHE
TEeMIIbl TIPOTPECCHUPOBAHUA COCYIUCTHIX 3a0oJeBa-
HUH, a MocJleHNe JaHHbIe TOBOPAT O TOM, YTO TPO-
rpeccupoBaHUe COCYAMCTOTO MOPAKESHUS TPU OJHUX
(opmax I'H mpoucxoautr ObIcTpee, YeM MpHU JPYTHX
[44, 45]. TpamgumuoHHO TSI JICUCHUS THIICPIIHITH-
JEMUW TIPUMEHSIOT CTaTUHBI, 4TO siBIsieTcs dhdex-
TUBHBIM, OJIHAKO, IIEJIEBbIe 3HAYEHUS TPYAHO JTOCTH-
KUMBI, 0COOEHHO B HOBYIO 3py OYEHb HHU3KOTO Ie-
JIEBOTO YPOBHSA JMIONPOTENHOB HU3KOH IJIOTHOCTH.
HoBble MoIIHBIE areHThl, Takue KaKk HHTHOUTOPHI
MIPOIPOTEHH-KOHBEPTA3bl CYOTHIN3NH-KEKCHHOBOTO
tuna 9 (Hampumep, 3BOJIOKyMald, anupokymad), Tpe-
OyIoT m3yueHus B momyssiuu 6onbHbIX ¢ ['H [46].
JoxkazarenbHOCTh 3(P(PEKTUBHOCTH THITOIUITAICMH-
YECKOW Teparuu y JIeTeid UMEET HU3KYIO CTeIEHb, HO
TpeOyeT AanpHEeHIIero aHain3a, yanThIBas OTCPOUYCH-
HocTh 3 dekra [47]. B ommmune ot adpdekra craru-
HOB TIPU CEPJIEYHO-COCYIUCTHIX OOJIE3HIX MMOYCUHBIE
3¢ eKThl yCcTaHOBJICHBI HE OKOHUYATeNbHO [48].
I'unepkoaryasiums. UTo KacaeTcsi COOTHOIIECHUS
pHUCKa M TOJIb3bl aHTUKOATYASHTHON TPOQMIaKTUKA
y TAIMeHTOB ¢ HE(PPOTHUECKUM CHHAPOMOM, OCO-

OCHHO TIEpEeHEeCIIMMHU TPOMOOTHYECKHE COOBITHSA,
MOMOIIlb B PEIIEHUH BOINpOCa JOCTYIHA OHJIAMH, B
gacTHOCTH I marueHtoB ¢ MH (www.med.unc.
edu/gntools) [49, 50]. be3omacHOCTh NMPUMEHEHUS
MEPOPAITLHBIX AHTHKOATYISHTOB HE Bap(hapHUHOBOTO
psaa ObUIa IPOIEMOHCTPUPOBAHA TOIBKO TSI MAIH-
entoB ¢ pCKD >30 mu/mun/1,73 M2 DddexTor 60-
nee Tsokénbix cragui XBII v mporenHypun Ha Me-
TaboJIM3M TepOPaATbHBIX aHTHUKOATYISHTOB TPeOyroT
JManpHelero n3ydeHus [S51].

Puck undexuuii. Cymecrsyer puck WHMEKIU-
OHHBIX OCJIOKHEHHUU MPU MPUMEHEHNHU OOJBIIIMHCTBA
MIperaparoB, MCIOJIb3yeMbIX JJIS JICUYSHHs TIIOMepy-
JSIPHBIX TATOJIOTHH, B TOM 4YHUCIE OOBIYHBIX MH(EK-
LM, B 4aCTHOCTH ITHEBMOHMI, HO TaKxe M Oosee
crerprueckux MH(OEKIIMOHHBIX OCIOKHCHHM, Ta-
KHX KaK peaKkTHUBaIUs BHpyca remnatura B Bo Bpems
UMMYHOCYIIpeCCUBHOM Tepanuu [52] v nHdekuui,
XapaKTEePHBIX JJIS OTAEIbHBIX PETHOHOB, HAIIPUMED,
MTHEBMOLIMCTHBIE MH(PEKIINN y KUTAaWCKUX MAallUEHTOB
[12]. Takum obpazom, aHTUMUKpPOOHASI TpodrIak-
THKa JTOJDKHA COOTBETCTBOBATh PETHOHAIBHOM MpaK-
tuke. Crnenupuunbie MHOEKIUH XapaKTePHBI JUIS
OTIpe/IeTICHHBIX IIperaparoB, HallpuMep, 3apaKeHue
KarCyJIMpOBaHHBIMU OPTaHU3MaMU TMIPH JICUCHUH HH-
rHOMTOPOM KOMITJIEMEHTa dKynn3ymadboM. Bee maru-
€HTBI, KOTOPBIM TUIAHUPYIOT HA3HAYUTH ATy TEPAIIHIO,
KaKk MUHHUMYM 3a 2 HeJ J0 Havaja JICUeHHUs OJDK-
HBl TIOMYYHUTh BaKIMHAIIMIO TMPOTHB MEHHHTOKOKKA
C MHOIOKOMIIOHEHTHOM BaKIIMHON CEpOJIOTHYECKOMN
rpynnsl B [1, 53]. OT1o MokeT crarh Ooyiee akTyamb-
HBIM Ju1st TarueHToB ¢ ['H B cBsi3M ¢ uszydenunem ¢-
¢exra sxynmuzymada npu C3-nedponarun u IgAN.

B o0mieii nepcniekTHBe CleayeT TakKe yUUThIBaTh
PHUCK DHIEMHYHBIX JUIsI Teorpad)uueckoro peruoHa
WHQEKINH, TakuX Kak TyOepkynes, renatut B u ma-
pasuTapHblc 3a00JICBaHMS.

Bynymue uccienoBanus

Baxnpie obnacTu Oyaymnx HCCIeTOBaHUH, KPO-
Me YHOMSHYTBIX paHee, BKIIOUAIOT pa3padoTKy 0o-
Jilee COBEPIIEHHBIX U OBICTPHIX METOJOB OLEHKU
CK®, nporennypum, a Takxke puckoB. Kpaiine cy-
IIECTBEHHBIM MPEJCTABISETCS BCECTOPOHHEE CO-
TPYAHUYECTBO MEXKIY MarojoraMu, papmaieBTaMu,
MeJICeCTpaMu U KIMHHUIICTaMu [54]. Yckoperue pas-
pabOTKH HOBBIX JIEKApCTBEHHBIX CPEJICTB B COBOKYTI-
HOCTH ¢ 60Jiee COBEPIICHHBIMU KIMHHYECKUMHU HC-
MBITAHUSAMU SIBISAETCA KPUTHYHBIM U1 JOCTHIKEHUS
onrtumanbHoro 3ddekra. Hampumep, meronpl Kia-
CTEpHOTO M aJalTHBHOTO JAM3aifHa MOTYT COKpPaTUTh
BpeMsl MCCIIeIOBAHNSA, YMEHBIINTh Pa3Mep BBIOOPKU
U YCKOpPHUTH pa3palboTky mpemnaparta [54, 55].

[momepynsipabie OONE3HH SIBISIFOTCSI  PEIKUMH,
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MPUBOJAT K yBenndeHuto npoueHrta TIIH B nomyms-
UM, HO MOTYT OBITh TOJIBEPTHYTH dPPEKTUBHOMY
JeyeHuto. bonbIIMHCTBO TIIOMEPYIIIPHBIX MTATOIOTUI
XapaKTepU3yIOTCsl MEIJICHHBIM MPOrPeCCUPYIOIINM
TEUEHHUEeM, U JJIs TOCTHKEHHUS UTOTOBOM LN HE0O-
XOAUMO OOJIBINE CeHaIN3UpoBaHHbIX 1Mo I'H 1eH-
TPOB, IO3BOJIMBIINX ObI (POPMUPOBATH HEOOXOTUMBIH
JUTS KITMHIYECKOTO MCCIIeIOBaHMs pa3Mep BHIOOPKH.
Hanuuue rmaBaoro nientpa no I'H (xaba), cBs3aHHO-
IO C HECKOJbKUMH PErHOHANbHBIMH OTAEICHUAMHU
(cetp), — 3 dexkTUBHBIA aU3alH I 00ecIeueHuUs
CBSI3U C TPYIIIaMU 1O 3allUTe HHTEPECOB MAIUEHTOB
1 o0MeHa BakHOI MH(popManueit Mexy peectpamu/
ouobankamu [56, 57]. Kpome Toro, sKCrepThl 1O IJ10-
MepYJSPHBIM O0JIe3HAM, TPYIIIHI 110 3aIIUTE HHTEpe-
COB MAIMEHTOB U (apMarleBTUYECKasi MPOMBIIIIECH-
HOCTH JIOJKHBI B3aWMOJICHICTBOBATh Ha BCEX dTamax
Pa3BUTHUSA C IIENBIO YIIYYIICHHUS MCCIIEI0BaTEIbCKUX
CTpaTeruil, orpeeNeHns Jy4IluX AU3aiHOB HCCIe-
JIOBaHUH ¥ MTOMOIIN B UX pean3aliu.

IGA-HEDPPONATUSA

ITaTorenes

Cram M3BECTHBI HOBBIE JAHHBIE OTHOCHTEJIHLHO
narorenesa IgAN (puc. 1) [58]:

- Hemocrarouno  O-ranakTo3uIMpOBaHHBIN
IgAl, mpomyuupyeMmblii Ha TOBEpXHOCTH CIIU3HU-
CTBIX O00OJIOYEK, W €ro IMOBBILCHHbI YpPOBEHb B
ChIBOpOTKE KpoBH Tipu IgAN, BeposiTHO, OTpakaroT
nedext mMMyHHOU cucteMbl [59]. HemocrarouHo
O-ranaxkro3winupoBaHHblil IgAl n mupkynupyromume
ayTOaHTHUTENa K Tajakro3o-aeduuutHeiM [gAl sB-
JSI0TCS. IPEAMKTOpaMu mporpeccupoBanus [60], HO
UX MPOrHOCTUYECKAsl IEHHOCTh WM POJIb B MOHUTO-
pupoBaHUM 00JIE3HU HE OBUIN TOCTATOYHO MPOTECTHU-
pOBaHBI, 0COOEHHO B COYETAaHHU C TAKHMMHU H3BECT-
HeiMu akropamu, kak AJl, pCK®, mporennypus
nin MEST-C score — me3anruansnas (M), 3H10Ka-
nwuisipHas runepkiaerodocts (E), cermeHTapHbIi
ckiepos (S), uHTepCTULHUAIBHBIN (HUOPO3/TyOymsp-
Has arpo¢us (T), momynynus (C) (cm. buomapke-
PBl ¥ IPEAUKTOPHI IPOrHO3a). AHAJIOTUYHO IPU HC-
MOJIb30BAaHUK HOBOTO aHajM3a Ha OCHOBE AHTHTEIN
YPOBHU  HemocTaTtoduHo (O-rajakTo3WIMPOBaHHBIX
IgAlB cBIBOpOTKE KpOBHM HE OBUIM JOCTAaTOYHO H3-
OuparenbHbl, YTOOBI ONPaBAATh X HCIIOJIb30BAaHHUE B
Ka4eCcTBE JUarHOCTHYECKOI0 WJIM MPOTHOCTHYECKOTO
nHcTpyMmeHTa [61]. HegaBuuii moaureHOMHBIN MOUCK
acconaumii pu IgAN uaeHTHPUUUpPOBaN TeHHbIE
JIOKYCBI IPEIPaCIIOIOKEHHOCTH, OTBEYAOIINE 32 UM-
MYHHYIO CHUCTEMY CIIM3UCTOH 00O0JOYKM KHUILIEUYHHKA
[62]. B monteepxkaenue — uccienoBanue NEFIGAN
(«Dddexr Hedexona y mauumeHTOB C MEPBUYHOM
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IgA-Hedponarueid Ha PHCK pa3BUTHS TEPMUHAIb-
HOM cTaJuu IO4YeuHoM HepocrarouHoct», Effect of
Nefecon in Patients With Primary IgANephropathy at
Risk of Developing End-stage Renal Disease), B xo-
TOpOM OyIEeCOHHUJ HAIpPaBICHHOTO BBHICBOOOXKIECHUS
B IUCTAJILHOM OT/IeJie TIOAB3/I0IIHOM KUIIKKM CHUKAI
MpoTenHypuio y nanueHToB ¢ IgAN coycrs 9 mec
nedenus [63]. B HacTosmiee BpeMs IPOBOIUTCS MO/~
TBEPIK/IAIOIIee UCCIIe0BaHNE TPETher (a3bl.

- AxTHBaIUs BPOKJACHHOTO UMMYHHOTO OTBETa B
CIIM3HUCTBHIX 000JI0UKax myTeM B3anmonencTus Toll-
nono6HeIx penentopoB (TLR) ¢ mukpobamu u npy-
MMM TTAaTOTEHHBIMU CUTHAJIAMU U UX TIepe/iada yepes
B-kxnerounsie ¢axkropsl BBDKHBAHHS, B-KIETOYHBIH
aktuBupytonmii ¢akrop (BAFF) u nurann, nnmgy-
mupytonmii  nponudepanuto  (APRIL), sBustoTcs
KPUTUYECKHMHU COOBITHUSIMH, PETYIUPYIOIIUMH HM-
MYHHTET CIU3UCTON 000IOUKH, M MUIIICHIMH JJIS Te-
parieBTHYecKoro dPQPeKTa THAPOKCUXIOPOKHUHA HITH
unrudutopoB BAFF/APRIL [64-66].

- Imomepynsphnoe mnoBpexaenne mpu IgA-
HepomaTy CBSI3aHO C AKTUBALIMEH CHUCTEMBI KOM-
wieMenTa [67, 68]. DTo monTBep)KaacTCs TeHeTHYe-
CKUM KapTUPOBaHHWEM M KIMHUYECKHMHU COOOIIEHHS-
MH 00 S(PQEKTHBHOCTH IKyIH3ymMada IMpH JICHCHUH
IgAN ¢ nomymynusmu [68—70]. MoHOKIOHANBHBIE
aHTHTeNla TIPOTHB MAaHHAH-CBA3BIBAIOLICH JIEKTHH-
ACCOLIMUPOBAHHON CEPUHOBOM MPOTEa3bl 2, OCHOBHO-
ro pepMeHTa, YIaCTBYIOILIETO B 3aITyCKe JEKTHHOBOTO
MyTH aKTUBAIlMM KOMIUIEMEHTA, TOKa3aJld aHTUIIPO-
TerHypHudeckuil 3pdekt y 4 nanuenTtos ¢ IgAN; B Ha-
CTOsIIIIee BPEMsl TIPOXOIIUT TPEThs (a3a KIMHHIECKOTO
nccaenoBanus [71]. XoTs MoHUMaHUE 3TUX MMaTOTreHE-
THYECKUX MEXAaHHU3MOB IPHBEJO K PAa3BUTHIO HOBBIX
METOJIOB JICUCHHSI, HEOOXOMMBI OOJIee JIOITOCPOUHbIE
WCCIIeTOBAaHUsI, TIOCIIE YeTO STH BUJbI Teparuyd MOTYT
OBITH BKITIOUCHBI B KIIMHUYECKHUE PEKOMEHIALINH.

buoMapkepbl 1 MpeIMKTOPHI MPOrHO3a

Cucrema ornieaku MEST s [gAN npenocrasmiia
MIEPBYI0 BO3MOXKHOCTh HCIIOJNB30BaTh JaHHBIE MOP-
donoruu I MPOrHO3UPOBAHUS MTOYEYHOTO HCXO/A
He3aBucuMo ot nporeunypun, AJl u pCK®D [72, 73].
EBpomneiickoe uccnenoBanue no Bammnmzannm Oxk-
chopckoii knaccudukaruu [gAN moaTBEpAMIO CBI3b
M1, S1 u T1/2 ¢ nmoueyHBIMU HCXOAaMHM, KaK U CBS3b
M1 u El ¢ nocnenyiomum yBeIHueHHEM MPOTEHHY-
puu [74]. Y nmereit mkana MEST memoncTpupoBana
OoJsiee BBICOKYIO PaclpOCTPaHEHHOCTh Ipoiudepa-
THUBHBIX MTOBPEXICHUN B CPAaBHEHUH CO CKIIEPOTHYE-
ckumi [74]. Korma mkxama MEST y B3pocnbix Oblia
oobenunena ¢ pCK®, nporennypueit u ypoBHem A/l
Ha MOMEHT OMOIICHH, 0Ka3aJIOCh BO3MOXKHBIM TIpPEJI-
CKa3aTh IOYEUYHBIH UCXOJ C TOH € TOUYHOCTBIO, KaK
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U Ha OCHOBE KJIIMHUYECKUX JAHHBIX, MONYYCHHBIX B
TeueHue 2 JeT HaOIIONCHUS U, TAKMM 00pa3oM, IIKa-
na MEST no3Bonmia crpatuduiimpoBatsh puck B 60-
Jiee paHHUK MOMEHT BpeMeHnHu [75]. Kpymnuelii ananus
nanueHToB ¢ IgAN mpoaeMoHCTpHpoBaj, YTO Kie-
TOYHbIE M (PUOPO3HO-KIETOYHBIC TONYIYHUST OBLIH
HE3aBUCHMO CBSI3aHBI ¢ 00JIee BEICOKUM PHCKOM IIPO-

rpeccun 3a00J1eBaHusl, 0COOCHHO Yy OOJILHBIX, HE TIO-
JYYUBIINX UMMYHOcymnpeccuBHyto Tepanuio (VMCT)
[76]. Kpome Toro, nanuuue Oosnee 25 % momymyHHHA
OBUIO acCOIMMPOBAHO C TOBBINICHHBIM PUCKOM He-
ONaronpUsATHOTO TOYEYHOTO HMCXOJa JIaKe y Tallu-
enroB, nonyunBimx WCT, XoTs 9TH JAaHHBIC ObLIH
OCHOBaHBI Ha HEOOJIBIINX MOATPYIIAax, U Pe3ysbTa-

NHrMbutopbl
BAFF/APRIL

LIMTOKUHBbI [ ]
CucTeMHan LMPKynauma
[eHeTnyeckan
e NpespacnoioXeHHOCTb
HapyweHHbid __.-=="
Mpoceet Tpadduk o
IgA+ASC CeKpeLumsa HeaoCTaTOuHO V|HFVI6VITOpr nporteacom
B CUCTEMHY1O FaNakTosMINpOBaHHoro MHrnbuTopbl BAFF/APRIL
UHdekumna LMPKYAALMIO nonvmepHoro IgAl " 6
camsucTon < HrMOUTOPDI
Byaeconna a/ @ @ ceneseHoYHoM
J & TUPO3MHKUHA3bI
HanpaeNeHHOro @ »
BbICBOBOXAEHNA \ v ¥
4 IgA+IgAl
/ e 2 ayToaHTUTeNa
L1 pausmopauy Feedl.. . _w  Aummynsoro: J K LWApPHUPHOW
oTBeTa
@ obnactu IgAl
Cnunsncras = o
MapoKenxno OKVIH] P
[ Ap P dopmuposaHue UK
AKTMBaLmA QM @ A
KOMMaemeHTa

® ,

B Me3aHrun
KopTukoctepouabl
NHrmbutopsl
ceneseHo4YHoMm

TUPO3UHKUHA3bI

IKynu3ymab
NHrmbutop MASP-2
NHrméutopsl
anbTePHATUBHOTO
nyTv

»

MNoBpexaeHne noyek

PucyHok 1. MatoreHes IgA-HedponaTtmm (IgAN) n NnoTeHUManbHble TEPANeBTUYECKME TOUKN BO3OENCTBUS.

Figure 1. Proposed pathogenesis of IgA nephropathy (IgAN) and potential therapeutic targets.

(1) MHdEKUMOHHBIV NMpouecc B CAU3UCTbIX NPUBOANUT K NMPUMUPOBAHUIO HAMBHOIO B-numdoumnTta (akTuBaumm nocne nepBMyYHOro
pacnosHaBaHus crneundrnyeckoro aHTUreHa), KOTopbli B NOCNeayoLWeM CTAaHOBUTCS aHTUTENO-CEKPETMpPYIoLLEel kneTkon (antibody-
secreting cells, ASCs) 1 HauMHaeT CUHTE3NPOBaTb UMMYHOM00YVH IgA. 3To NponcxoanT Kak T-KIeTOYHO-3aBUCUMbIM MyTEeM (0Mno-
cpenyeTcs UMTOKMHaMKM), Tak N He3aBUCKMMbIM OT T-KNeTok, Yepes pacrno3HaBaHue Toll-nogobHbIMY peuenTopamMu.

(2) HekoTopble IgA-cekpeTupyloLLme KNeTkun B xoae Tpaddunka nMM@OOoLMTOB OLUMOOYHO HANpPaBstioTCA B CUCTEMHYIO LMPKYASLNIO.
(3) Takume owmMBOYHO NOKMHYBLLME CIU3UCTYIO 0605104KY IgA-CekpeTMpytoLLIMe KNeTKM 3aHMMatoT MeCcTO B APYriX opraHax nmmaoaru-
YECKOl CUCTEMbI N HAYMHAIOT CEKPETMPOBATL HOPMasbHbIN AJ1 CAN3UCTBIX 060/104eK (HE4OCTATOYHO ranakTo3MIMPOBAHHBIN 1 MO-
NMMEpPHBIN) IgAT1 B CUCTEMHYIO LIMPKYASLMIO.

(4) Cexpeuus IgA1 nepemelleHHbIMU 13 cnnancTbix ASC yBennymeaeTcs Npu ceasdbiBaHnn Toll-nogobHOro peuentopa ¢ naTtoreH-
accounnMpoBaHHbIMY MOJIEKYISIPHBIMU MATTEPHAMK CAN3UCTLIX 0605104EK, KOTOPbIE MOMNAAAI0T B CUCTEMHYIO LIUPKYASLMIO.

(5) B cuctemHol umpkynaummn 06pasytoTcs UMMYHHbIe KoMrnekcbl ¢ IgA1. HegoctaToyHo ranakTo3uaMpoBaHHbIE NMOSIMMEPHbLIE MOJIEKY bl
IgA1 aBnsoTCca cybcTpaToM ANt GOPMUPOBaHUS MMMYHHbIX KOMIIEKCOB U CBsidblBaloTCs € IgA- n IgG-ayToaHTuTenaMmm, B3anMoaeii-
CTBYIOLLMMU C HEO3NUTONAMMU LAPHUPHOIO PErnMoHa B HEA0CTAaTOYHO ranakTo3nnmpoBaHHom monekyne IgA1.

(6) MMMmyHHBbIE KOMMINEKCHI € IgAT [enoHMPYIOTCA B ME3aHrm B pedyibTaTe Kak 3acTpeBaHUs B ME3aHrm, Tak 1 NoBbILIEHHON ad-
bUHHOCTN HEOQOCTATOYHO IgAT K KOMMOHEHTAM BHEKIETOYHOrO MaTpukca. Jeno3nums UMMYHHbIX KOMMIEKCOB 3arycKaeT HECKOJIbKO
NaToNOrMYecKnx MexaHM3mMoB, BK/OHYas akTMBALMIO KOMMIEMEHTA Yepe3 MaHHO30CBSA3bIBAOLLMIA IEKTUH U ApYyrue, YTO NPUBOOUT K
rNOMEPYSPHOMY MOBPEXAEHUIO Y CKNEPO3UPOBAHUNIO TYOYIOUHTEPCTULMS.

MK — nmmyHHble komnnekebl; APRIL, a proliferation-inducing ligand — nurana, niayumypyowmii nponudepaumto; ASCs, antibody-secreting
cells — aHTUTENO-CekpeTmpytowas knetka; BAFF, B-cell activating factor — dakTop, aktusnpyowmin B-numdbountel; MASP-2, mannan-
binding lectin-associated serine protease-2 — MaHHaH-CBA3bIBaOLLLIASA TEKTUH-ACCOLMMPOBaHHasi CEpMHOBas NpoTeasa 2. AnanTupoBaHoO
¢ paspeleHus no Boyd JK, Cheung CK, Molyneux K et al. An update on the pathogenesis and treatment of IgA-nephropathy. Kidney
Int. 2012;81:833-843 [58].
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ThI HE ObUIM OJJMHAKOBBI B OTHOILIEHUH BCEX OICHH-
BaeMbIX UCXOMOB [76]. basupysce Ha 3TOM uccieno-
Bannu, MEST ceiftvac Bromrouaet mkamy C ot 1 1o
2 (momymyHnust <25% wim >25% COOTBETCTBEHHO).
Baxxno, uto mxana MEST-C Osuia paspaborana ams
[IPOTHO3MPOBAHUS IIOUEYHBIX HCXOOB, a HE [T MOJTH-
(buKkarmu JeYeHuss WM MPOTHO3MPOBAHMS OTBETa Ha
Tepamnuio. B To ke Bpemsi, TaHHbIC HAOMIONCHUH Tpe-
nofnararot, yTo E1 1 momyiyHust MOTYT UMETh pa3Hoe
MIPOTHOCTUYECKOE 3HAYEHHE y MAlMEHTOB, MOIYYHB-
LIMX JIYCHNE, B CPAaBHEHNH C TAKOBBIMU 0€3 Tepartm,
a 3QPEKT CTePOUTOB MOKET OTINIATHCS Y TAIIMCHTOB
¢ M1 wm S1, HO B HacTosIIEe BPeMsI HEOCTATOUHO
JMaHHBIX 0 ToM, 4TO perienne 00 UCT momxkHO OBITH
OCHOBaHO Ha THCTOJIOTUYECKUX MapameTpax [72, 76—
78]. OCHOBHBIM OTPaHUYEHUEM SIBIISIETCS OTCYTCTBHE
YTBEP)KICHHOW MOJETH TPOrHO3MPOBAHUS PHUCKa,
KOTOpasi MO3BOJIsIa Obl MHTEIPHUPOBATH THCTOJOTHIO
C KJIMHUYECKUMH TMPEAUKTOPAMHU JJIsl YCTaHOBJICHHUS
TOYHOTO MH/MBU/YaIbHOTO IIPOrHO3A.

HoBrle O6nomapképbl HeoOXomuMbl B OymyiieM B
KauecTBe 00JI€e TOYHBIX MTPEAUKTOPOB MTOYEIHOTO MPO-
rao3a npu IgAN. ImomepyssipHoe oriokenue C4d
MOXET CTaThb MapKEPOM HEOIArompHUsITHOIO IPOTHO-
3a [79], omHaKo STOT IMOKa3areNb TpeOyeT Baluan3a-
UMM TIepe/l TeM KaK PeKOMEHJIOBaTh €ro MpruMeHEHHe
B pyTUHHOI mnpaktuke. Hebombloe uccienoBanne
IIPOJIEMOHCTPUPOBAJIO CBSI3b MEXKIY YCPEIHEHHOH MO
BPEMEHU MUKpOTeMaTrypued > 5 3pUTPOLUTOB B IIOJIE
3penus u prckoM passutust TITH, ocobenHo B codera-
HUH C YCPEIHEHHOW 110 BpeMEeHHU MpoTeuHypueit [23].
OnHaxo ycpeqHeHHbIe [0 BpeMEeH! 3Ha4eHHs TPeOyIoT
OLIEHKH B TEYEHHE BCETO BPEMEHM HAOIOICHUS, YTO
ABJISAETCSI MHOTJA 3aTPyAHUTEIbHBIM B KIMHUYECKOU
MIPaKTHKe, U HEACHO, SBIISETCS JIU dTa CBA3b HE3aBU-
cumoit o MEST-C u npyrux ycTaHOBJICHHBIX KIMHH-
YecKHX MpeaukTopoB. bouto mposeneno Gosee 1000
JIEPUBAIIMOHHBIX HCCIIEIOBaHUI OMOMapKEPOB IpU
IgAN. Ha ceromusiiauii 1eHs HA OHO U3 HUX HE MPO-
[IJT0 BHEITHEN BaJIMIU3alMH: He ObLIN TOITBEPKACHBI
BOCIIPOM3BOIMMOCTD METO/IA U CBSI3b C TIOUEYHBIM HC-
XOJIOM TIpH TPUMEHEHWH KOMMEPYECKH TOCTYIHBIX
wiardopme. Hu onun OGuomapkep He ObLT BHEAPEH B
KITMHAYECKYIO MPAKTHUKY B CBSI3U C OTCYTCTBUEM TPEH-
MYIIECTBA IO CPABHEHUIO C IPYTHMH yXKe U3BECTHBIMU
(haxropamu [80]. B HacTosiee BpemMsi HET HA OJHOTO
OromMapkepa, TOTOBOTO K UCIIOIb30BAaHUIO B KITMHHUKE.

Jleuenue

3HauuTeNbHbIE TPOTUBOPEUHS CYIIECTBYIOT B
OTHOILIEHUH TpUMeHeHus ctepounoB npu IgAN. B
nccnenosanuu «llomnepkuBaromas Tepanus TMpo-
TUB MMMYHOCYIPECCUBHOW Tepanuu JUIsl JIEUCHUS
nporpeccupoBanust [gAN (The Supportive Versus

30

Immunosuppressive Therapy for the Treatment of
Progressive IgA Nephropathy, STOP-IgAN)» naru-
EHTHI OBbUIM PaHJOMHU3UPOBAHBI TI0 BHIY TEpAITUH:
MOJICPKUBAIOIIAS, TOJILKO CTEPOUJIBI MIIA CTEPOUJIBI
B COYETAHHWHU C TMOCIIEAYIOIUM HUKIohochaMuIom
WM azatuonpruHoM Ha ocHoBaHUH PCK®. MMMmyHO-
CyIpeccHsi BpEMEHHO CHUKala MPOTEHHYPHIO B Te-
yenue 3 net, HO He Biusiia Ha pCK® u npusoamia
TOJIBKO K 3HAYUTEILHBIM, B YACTHOCTH, MH(EKIINOH-
HbIM 110004HBIM 3 dekram [81]. [Iporennypust Obuia
HIDKE B IPYIIE TEParuy CTEPOUIaMu, HO HE B TPYIIIE
komOunupoBanHor MCT [82]. OnTuMu3upoBaHHOE
NoJJIepKUBaloIIee JieueHHe ObIJIO CBS3aHO C OYCHb
MEJIUICHHBIM TPOTPECCHpPOBaHUEM IUCHYHKIUHU T10-
YeK B KOHTPOJBHOH rpyrie, 4To ObIJI0 HeJ0CTaTou-
HBIM JIJIs1 OTIpeiesieHHsI ncxoaoB Ha ocHOBe pCK®. B
uccnenopannn «lobanbHOE W3yYCHUE TEparieBTH-
Yyeckol oreHkH ctepouoB mpu IgANy (Therapeutic
Evaluation of Steroids in IgA Nephropathy Global
Study (TESTING LowDose Study) (TESTING) na-
UECHTHl OBUTM PaHJIOMHU3UPOBAHBI CIEAYIONIUM 00-
pasoM: MpHeM CTEPOWJIOB WM IJIanedo B TEUEeHHUE
6 mec. McecnenoBanre ObUTO paHO TIPEKPAIIIEHO TTOCITE
MPOMEKYTOUHOTO aHallu3a, BBISBUBIIECIO BBICOKHIA
PHCK pa3BUTHSI CEPhE3HBIX MHPEKIMOHHBIX M000Y-
HBIX 2()(HEeKTOB, BKIFOYAs JIETAIbHBIN HCXO]] B PE3YJib-
Tare MHEeBMOIMCTHOM mHeBMOoHNH (Pneumocystis jir-
ovecii) [12]. B rpynme cTepouioB ObLIO BBISBICHO
3HAYUTENbHOE COKpalleHne prcka cHibkeHus pCKD
Ha 40 % u pazButus TIIH. [ToTepst pyHKIMM MTOYEK B
KOHTPOJIBHOH I'pyTIIe Mpoucxoauia B 4 pasa ObIcTpee
B mccinenoBann TESTING, yeM B HcCCleOBaHHU
STOP-IgAN, B pe3ynbTaTe y4acTus MalUeHTOB BHI-
COKOT'0 pHCKa W/WIM pa3jivuduuil B MOAICPKUBAIOIICH
tepanuu. B uccnenoanun TESTING mo3utuBHBIN
3¢dekT crepousoB ObLT OIMHAKOB Y IMAlUEHTOB C
pCK® > wm <50 mu/mun /1,73 M2, DTOT pesynbrar
COIJIaCyeTCsl C IAHHBIMH JIPYTUX KIMHHYECKUX UCTIBI-
TaHuH, Takke rnokasasmux npeumyuiectsa UCT npu
oonee Huskoit CK®, HO B cOYeTaHUU C OBBIIIICHHBIM
PHUCKOM pa3BUTHs MOOOUHBIX 3P dekToB [77, 83]. by-
JyIHUe PEKOMEHIAIUH (OTOTHUTEIbHAs Tabaua 1)
JIOJDKHBI BKJTFOYHUTH OIEHKY OTHOCHTEIBHBIX PUCKOB
U TIPEUMYIIECTB CTEPOHJOB y OTICIBHBIX MaIHeH-
ToB, UMeromux 3HadeHus: pCKD B Gosee mupokoM
JIMara3oHe, Kak ¥ OLIEHKY pucka MHQEKIuid u HeoO-
XOJUMOCTbD MPOPHITAKTHKH.

XoTsd Tpenplayline HCCIIEOBaHUS MTOKA3bIBAIN
HeahhekTHBHOCTH MUKOQeHoNnara Modernina (MMD)
npu IgAN [84, 85], B AByX HeJaBHUX HCCIIEIOBAHU-
X OblIa TIOJMyueHa MPOTHBOpPeUnBast MHMOpMAaIus.
HccnenoBanne ¢ MpEeMMYIIECTBEHHBIM y4YacTHEM
MAIMEHTOB EBPOMEOUTHON pachkl OBUIO OCPOYHO
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OCTaHOBJICHO B CBsI3U ¢ HedhdekTHBHOCTEIO MM B
OTHOILIEHUH perpecca MpOTeHHYPUU KaK TepBUYHON
KOHEuHO# Touku [86]. B TO e Bpems, B HccaenoBa-
HUH, TIpoBeZiecHHOM B KnTae, manueHTsl ObIIH paH/io-
MHU3HMPOBAHbI HA T€X, KTO MOJTyYaJ MOJHYIO 103y CTe-
pOMJIOB B TeUEHHE 6 MEC, U TAIIUEHTOB, OTYYHBIIUX
0oJee HU3KYIO 103y CTEpOHIOB B codeTannu ¢ MM®
[87]. CriycTst Tozt TOJTHAsE PEMHUCCHS 110 IPOTEHHY PUU
ObUIa OJJMHAKOBA B 00EHMX TpyIIax, HO ¢ MEHBIINM
KOJIMYECTBOM CTEPOUI-CBI3aHHBIX TOOOUHBIX YD PeK-
TOB B rpymnmne MM®. 3to ncciaenoBanne MOATBEPK-
Jaet BO3MOXKHYI0 dpdexruBHOCTE MM® mipu [gAN.
Opnnaxo npumenenue 6mokaasr PAC Ob110 KpaitHe He-
peryaspHbIM, TpyTIa Obljla He MHOTOHAIIMOHAIBHOM,
a MPOAOIDKUTENILHOCTh HAOMIOMEHNS Obla CIIUIITKOM
KOPOTKO#, 4TOOBI OIICHUTh BIMSTHUE HA (PYHKIIHIO TI0-
yek. JlanpHeWmure ucciaenoBaHus HeoOXOMUMBI TIpe-
XK7e yeM pekoMmeHnnoBath MM® st neuenus [gAN.
brokana PAC 1 MM® MoryT HeG1aronpusTHO BIIH-
ATh Ha OEPEeMEHHOCTb, YTO JIOJIKHBI TIOHUMATh MallH-
€HTBHI ¥ TIPABUIILHO HUCIOJIB30BaTh KOHTPAIIECTILIUIO BO
BpeMsl JiedeHus. TOH3MJUIPKTOMHUSL OCTaércs CIop-
HBIM MeTozioM jteueHus IgAN. B uccnenosanuu, mpo-
BEJICHHOM B SIMOHUM, CpaBHUBAIM TOH3MJUIIKTOMHIO
B COYETAHHUU CO CTEPOUIAMHU MPOTUB MPHUEMA TOIBKO
CTEpOMJIOB U BBISIBIIIM HECKOJIBKO OOJIBIIYIO CTEIIEHb
CHIDKEHUS POTENHYPHUH B TPYIIE TOH3WUIIKTOMUH,
Ho 6e3 pazmmunit pCK® cnycrsa 12 mec [88]. Tomb-
KO IOJIOBWHA OONBHBIX Moy4anu Onokatopsl PAC, a

HEIMPOJODKUTEIBHBIN Mepruo/l HaOMIONCHUS ObLT He-
JIOCTATOYHBIM ISl OLEHKH BIUSHHUS B OTHOIICHUU
pCK®. B EBpormeiickoii rpyrine 60JIbHBIX, IIEpeHec-
IUX TOH3WUIPKTOMHUIO U HCXOTHO YPaBHEHHBIX IO
PHUCKY C KOHTPOJIBHOW TPYIION, HE OBLIO BBIABICHO
MPEUMYIIECTB B OTHOIIEHUU NpoTenHypun u pCKD
[89]. TakuMm 06pazoM, TOH3WIIIKTOMHUS MOXKET pac-
CMaTpPHUBATHCS TOJIBKO Y MAIMEHTOB C PEIIMINBHPYIO-
IITUM TOH3WIITHUTOM.

Xotsi maHHBIE 00CEPBAIMOHHBIX HCCICIOBAHMMA
MperonaraioT, yTo 3aboneBaeMoctb IgAN 1 ncxozst
MOTYT pa3INdaThCs MKy €BPOIICHIIaMU U a3UaTaMH
[90-92], B HacTosimiee BpeMsi HETOCTATOYHO JTOKa3a-
TETLCTB B MOJIb3Y PA3TUIHBIX [TOIX0I0B K JICUCHUIO B
3aBHCUMOCTH OT 3THUYECKOUN MPUHAITIC)KHOCTH. Bo3-
MOKHO, Pa3HBIN OTBET HA TEPAIUIO MOTYT OOBSICHUTH
CHCTEMAaTHYCCKHUE PA3THYUUS B U3yUIaEMbIX IOy~
SIX, TIOMUMO ATHHUYECKOU MpUHAIIS)KHOCTH [86, 93].
MHOrOHaAIMOHABHBIE KIMHUYECKUE HCCICIOBAHUS,
Takue Kak mpoporpkaromeecs ucnbitanue TESTING
Low Dose (ClinicalTrials.gov NCT01560052), u3sy-
YaIOT B TOM YHCJIC U OTOT aCIIEKT.

Bynymue uccienoBanus

KnuHanyeckue uCbITaHus pUTYKCHUMa0a U TaKpo-
JUMyca TIOKa3alu OTpULaTeNbHbIe pe3yabTatsl [94,
95]. Texymue KIMHUYECKHUE HMCCICAOBAHUS TOCBS-
IIEHBl WHTHOWTOPY CEJIC3CHOUYHON THPO3UMHKHUHA3HI
¢docramatuHuOy, B-kiIeTOYHOMY aKTUBUPYIOIIEMY
(dakTopy W aramuienty — OJIOKaTopy JIMraHja, WH-

JononHuTtenbHasa Tabnuua 1 / Additional table 1

Kakune pekomeHgauum pykosoacTtea «2012 KDIGO GN»* Heob6xoanmo
nepecmMmoTpeTb B oTHoweHuu IgA-HedpponaTtun?

2012 KDIGO GN guideline recommendations related to IgA nephropathy:
Need to be revisited?

Pekomernpauumn HyxeH nn
nepecmoTp?

10.1: MNepBoHayanbHas OLeHKa, BKJIlOYaloLLasi OLLEHKY pUcka NporpeccnpoBaHmns Oa'-®

10.1.2: OueHka prcka nporpeccrpoBaHns LesiecoobpasHa BO BCeX Clydasx Ha ocHoBaHUW npoTtenHypumn, AL n pCK®

Ha MOMEHT AMarHOCTMKM 1 BO BPeMsi neproaa HabnoaeHns (HeandbdepeHLMpoBaHHbI yPOBEHb CUJIbl JOKA3aTeIbCTB)

10.1.3: Mopdonormnyeckme napameTpbl MOryT OblTb MCMOJSIb30BaHbI /11 OLLEHKM NMPOrHo3a (HegnddepeHUMpoBaHHbI

YPOBEHb CUJbl ,OKA3aTENbCTB)

10.3: KopTukocteponapbl Oa7-1

10.3.1: Mbl cuuTaem, 4To NnaumeHTbl C NEPCUCTUPYIOLLEN NPOTENHYPUE >1 r/CyT, HECMOTPSA HA ONTUMU3UPOBAHHYIO

noaaepXxmearLLyo Tepanuio (Bktodas n-Arfd nnv BPA 1 KOHTPOnb apTepuanbHOro AaBeHusl) B TedeHne 3—6 Mec) n

CK®d > 50 mn/mMuH/1,73 M2, 4OKHBI NONy4YaTh Kypc Tepanuu KOpTUKocTepouaamm B TedeHne 6 mec (2C)

10.4: IMMyHOCYNPECCUBHbIE areHThbl

10.4.1: Mbl He pekomeHayeM NpuMeHeHre KOMBUHaLUMM KOPTUKOCTEPOUIOB C LMKiodochaMmaomM unm azatmonpuHom | Her 112

y naupneHToB ¢ IgAN (3a uckntoderHmrem IgAN ¢ nonyayHUsaSMm 1 GbICTPbIM yXyALleHneM GyHKLUUN novek, cM. PekoMeH-

nauunn 10.6.3) (2D)

10.4.2: Mbl He pekoMeHAyeM NpUMeHeHne MMMYHOCYNPECCUBHOM Tepanun y naumeHTos ¢ CKP<30 mn/mMnH/1,73 m? | Het 7-10

3a ucknodeHmeMm crnyydaes IgAN ¢ nonynyHUsIMU 1 BbICTPLIM yXyaleHnemM dyHkumm nodek (cm. Pazgen 10.6) (2C)

10.4.3: Mbl He pekomeHayem ncrnonb3osate MM® npu IgAN (2C) La 1314

10.5: Apyrue Bnabl nevyeHuns

10.5.3: Mbl HE pekOMeHAyeM BbINOHEHNE TOH3UNAKTOMUK naumeHTam npu IgAN (2C) Het's16

Mpumeyarne. ALl — apTepuansHoe gasneHue; BPA — 6nokatopbl peuentopa aHrMoTeH3nHa; n-Afld — nHrmbuTopbl aHMOTEH3WH-
npespawatoliero pepmerHta; MM® — mukodpeHonata modpetun; pCK®P — pacyeTHasi ckopocTb kinyboykoBon ¢punstpaumu; IgAN —
IgA-HedponaTtus. *HekoTopble NyHKTbl pEKOMEHAAUN He BblIM pacCMOTPEHbI HA KOHDEPEHLIMM, MO3TOMY HE MPOKOMMEHTUPOBAHDI.
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MaToreHeTMyeckan cBA3b C
nmerwmnmcea 3aboneBaHvem

OHKonorusa

AccouumnpoBaHa
Cc AT K POJ1IA2
(~70 %)

AccouumpoBaHa
Cc AT K
THSD7A
(~3 %)

AccouummpoBaHa

¢ gpyrumm AT
(7%)

PucyHok 2. KaTeropmsaums membpaHo3HOM HedponaTuu.
Figure 2. Proposed categorization of membranous nephropathy.

NHdeKumna

KpacHaA BONYaHKa

[pyrve cuctemHble 3abonesBaHma
(capronpo3, IgG4-accoumnmpoBaHHas
60ne3Hb NoYekK,
cuHapom LLepreHa)

[a

CucremHasn

JlekapcTBa
TOKCMYecKkune
BellecTsa

C OTKpbITUEM aHTUTEN MPOTUB ONPEeAENEHHbIX aHTUIE€HOB Y 60JIbLLUMHCTBA NAUNEHTOB C MEMOPaHO3HOM HedponaTneii ctana BO3MOXHa
kaTteropudauus 3ab6oneBaHns, OCHOBaHHasA Ha OOHAPYXEHUM 3TUX aHTUTEN. DTOT PUCYHOK UNIIOCTPUPYET KaTeropmaaumio, 6asupyto-
LLYIOCS HA TEeKYLUMX 3HAHUSIX B OTHOLLEHUN aHTUTEN Npyu MmeMOpaHo3HOoM HedponaTumn. OTHOCUTENBHLIN pa3Mep Kaxaom KaTeropum
1 NX NEPEKPECT — OPUEHTUPOBOYHLIE (6e3 yyeTa macluTaba). HecmoTpsa Ha cneunduyHOCTb aHTUTEN K peuenTopy dpocdonunassl A2
M-Tuna (AT k POJIA2) ans nepBuYHO MEMBPaHO3HOM HehponaTum, X NPUCYTCTBME HE UCKITIOHaET Hanmume MHEKLIN, 3/T0Ka4eCTBEH-
HOr0 HOBOOOPA30BaHMSA UKW APYroro 3a601IEBaHMSA U HE YCTPaHAeT HEOOXOAUMOCTb KIMHNYECKOro 06Cnef0BaHNs B NEPEYNCIEHHBIX
HanpaBneHusix. AHann3 4actoTel 06HapyxeHust AT k POJIA2 y naumeHToB ¢ MeMBpaHo3HOol HedponaTueit u Apyro natonornei He-
[OCTaTo4YeH 1 noka TpebyeT AOMONHUTENbHBLIX UCCNeA0BaHNM. B HegaBHUX nccnenoBaHmax 6bi10 coobLueHo 06 obHapyxeHun AT k
P®JIA2 y HebonbLIOro NpoLeHTa 60J1bHbIX C MHPEKLUMOHHBIM FeNaTUTOM U Capkonago3oM. ITOT hakT HeobsA3aTeNbHO Noapa3ymeBaeT
naToreHeTUYeCKyIo CBA3b MeXAy 3TMMM 3aboieBaHaIMU U1 MeEMOPaHO3HO HedponaTrein. HoBble NOABMBLUMECS AaHHbIE Npeanonara-
10T BO3MOXHYIO CBSA3b MEXAY aHTUTENamMu K TPOMOOCMNOHANH-NOA0OHOMY LOMEHY 7A 1 OHKONMOrMYECKUM NpoueccoM. AT — aHTUTeNa;
P®JIA2 - peuenTop docdonunassl A2; THSD7A — TpoMBOCNOHANH-NOA0OHbIN oMEH TA.

HedpoTnueckui
CUHAPOM

A4

Mo3nTnBHbI <—[ AT K PO/1A2 ]—’ HeraTusHbI

v

[ OueHKa pu1cKa H BbicoKuit puck* ]

v

l

broncua noukn

l

OueHKa pucka

Hu3Kwit puck* Buoncma noykn BbicOKMI puck* Hu3kni puck*
A4 A 4 A 4 A4
Buoncus noukm He Tpebyetca Moafep:kuBatoLWan Tepanus u peleHme MoAnepKuBatoLwasn
I'Io,u,p,epmmsarou.l,aﬂ Tepanua O Ha4yane MMMyHOCyI’IPECCVIBHOﬁ Tepanun Tepanua

PucyHok 3. Anropntm AnarHoCTUkn MembpaHo3HoM HedponaTum.

*OnpepeneHve BbICOKOr0 1 HU3KOro pucka — cM. Tabn. 2. AT k POJIA2 — aHTuTena K peuentopy pochonunasbl A2.

Figure 3. Proposed algorithm for the diagnosis of membranous nephropathy.
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nyuupytoiiero nponudepanuto (puc. 1). [unorHoe
HCCIIeIOBaHNEe HHTHOUTOpA ITpoTeacoM bopre3oMuda
HeaBHO OBLIO 3aBeplIcHO. bymyiue MHOTOHAINO-
HaJbHBIC KIMHUYECKHE HCCIIENOBaHUS APYrHX (ap-
MAaKOJIOTHYCECKUX ar€HTOB JOJIX)KHBI BKJIFOYaTh MOHH-
TOPUHI TEPANEBTHYECKOIO YPOBHS JIEKAPCTBEHHOTO
CpC€aCTBa C LECJIbIO BBIABJICHUA STHUYCCKUX pa3HHqHﬁ
B HCXOJaX, CBSI3aHHBIX C (PApMAKOKMHETHKON MU
pa3HbIM OTBETOM Ha JICUCHHE.

MEMBPAHO3HAA HE®PPOMNATUSA

MH xapaxrepusyercsi Ieno3urueil B KiIyOoukax
CyOaIUTENATbHBIX UMMYHHBIX KOMIUIEKCOB. OTKpBI-
THE aHTWUTEHA IOJOIUTOB, K KOTOPHIM HaIpaBIICHBI
LUPKYJIUPYIOIINE aHTHUTENA, CTaj0 TJIaBHBIM JOCTH-
JKeHHeM B IMOHMMaHuu natorere3a MH [96, 97]. Dtot
(bakT, a Tarke JaHHbIE KIMHUYECKUX HCCIEIOBaHUN
MIPUBEIH K HEOOXOIMMOCTH 0053aTEIBHOTO IIePEeCMO-
Tpa noutH Beex pexomernarmii KDIGO 2012 mo 3toit
natonoruu [ 1] (monmonHUTEIHHAS TAOIHUIIA 2).

TepmuHoJiorust

OtkpeiTie antuten (AT) TpPOTHB aHTUTECHOB,
CBOMCTBEHHBIX MostonuTaMm (perentop Gocdonumnaszsl
A2, POJIA2 u TpoMOOCTIOHIUH-TIONOOHBIH JOMEH 7A
[THSD7A)), yctanoBuio, yto MH sBisieTcst ayTonm-
MYyHHBIM 3a00sieBanueM. [logBuBIIEecs fJaHHBIE yKa-
3BIBAIOT HA JUArHOCTUYECKYIO0, MPOTHOCTHYECKYIO,
MOHHUTOPUHTOBYIO 3HAYMMOCTh M3MEPEHHs YPOBHEU
AT x POJIA2 [8]. OTo mpuBeno k pazaeneanio MH mo
Hanuuuio 1 orcytereuio AT. MH, accounnpoBaHHas
¢ apyrumu 3aboneBaHusMHU (MH(EKIUS, cUCTeMHAs
KpacHasi BOJYaHKa, CapKOWI03, 3J0Ka4eCTBEHHBIE
HOBOOOpa30BaHUA), COCTABIISAET OTJACIbHYIO KaTero-
puto (puc. 2).

ITatorenes

AT x PLA2R u THSD7A peructpupytotcst oT 50
1o 80% u ot 2 10 4% y marmenToB ¢ MH, coorBet-
ctBeHHO. O0a Bapuanta AT MPHUCYTCTBYIOT KpaiiHe
penko. AT k PDJIA2 penko BcTpedaroTcs y HalnyeH-
T0B ¢ MH, accolluMpoBaHHOU €O 3710Ka4Y€CTBEHHBIMU
HOBOOOpa30oBaHUSAMH. M HampOTHB, OHKOJOTWYECKHUN
MIPOIIeCC MOXKET OBITH O0JIee pacIpOCTPaHEHHBIM Cpe-
1 marueHToB ¢ AT k THSD7A, HO TaHHBIX B MOJIB3Y
LeNIecOO0Pa3HOCTH CKPUHUHTA KOHKPETHOH (hopMBI
37I0KaYeCTBEHHOTO HOBOOOpa30BaHMS TIOKa HEJO-
crarouHo. MH, accomumpoBannas ¢ AT xk PDJIA2,
00yCJIOBIICHa TEHETUUECKUM MOJIUMOP(U3MOM B TeHE
P®DJIA2, uto sBiIsICTCS AOMOIHUTEILHBIMU JaHHBIMU O
natoreHeTrnueckoi pomu 3tux AT [98, 99].

BuoMapkepbl: AMArHOCTHKA W MNPEIUKTOPLI
NMpOrHo3a

Ponb buoncuu nouxu 6 ouacnocmuxe. Tak kak AT
k POJIA2 npu MH BeicokocniennpuyuHbl, OUOIICHS

MOYKH MOXKET He TIOHaA00uThea npu Hanmnynu AT u
C HU3KUM PUCKOM TIporpeccuu 3a0oNeBaHUs, W/HIH
BBICOKMM DPHCKOM acCCOLMUPOBAHHBIX C Ownorcuen
ocnoxHenui [5, 100] (puc. 3, Tabmn. 2).

B cnyugae, ecu Bonpoc o Hagane UCT o6cyxma-
eTCsl, PEKOMEH IyeTCs BBIMOJIHEHUE OUOTICUU TTOUKH C
L[EJIbI0 MCKITIOUEHHSI COIMyTCTBYIOIIETO Mpoliecca Win
OIICHKM pacnpocTpaHeHHocTH (ubpo3a. OcoObIM
Ciy4yaeM, Korna OMoTicHs MOYKH TIOKa3aHa Jaxe Impu
Hamnuuu no3uTUBHBIX AT k PDJIA2, apnseTcs cuty-
arsl Hanu4yus HedpoTuueckoro cuuapoma u OIIIT,
MOCKOJIbKY TO3BOJUT BbISIBUTH MH B codyetaHuu c
¢dokanpHO-HeKpoTH3upytomuM ['H (accormmpoBan-
HBIM C aHTHUTEJIaMHU K IJIOMEPYJSIpHON Oa3zambHOM
MeMOpaHe WM aHTUTeJIaMH K LUTOIIa3Me HeUTpo-
¢unoB). B cinyuae orpuniarenbabix AT k POJIA2 BbI-
MOJTHEHUE OMOTICHH MOYKH HEOOXOIMMO C TEIbIO Be-
pudukammm MH. ¥V Takux OONBHBIX CYIIIECTBECHHBIM
SIBJISIETCS BBITIOJIHEHUE OKPACKH Ha 3TH aHTUTeNa, TaK
KaK UX PEerucTpaIys B KIIyOOUKax MO3BOJIUT BBISIBUTH
cirydan MH, accormuposannoii ¢ AT k PDJIA2. B
OTHENbHbIX ciyyasx MH MoxeT MMeTh 3HaueHHe
ompenenenue noaknaccoB IgG B HedpoOuonTare,
MMOCKOJIbKY JoMUHHUpoBanue neno3uiiuu [gG1 moxket
yKa3bIBaTh Ha BTOPUYHYIO NPUYHHY 3a00JICBaHMS.
Crnemuduuanocts AT k THSD7A mpu nuarHocTuke
MH noka He onpenesieHa B J0CTAaTOYHON CTENIEHHU.

Hamnume AT x POJIA2 He uCKII09aeT OHKOJIOTH-
YeCKOro nporecca.

Cmpamucgpuxayus pucka. llartuentsl ¢ MH u cy6-
He(POTHUECKON TPOTEHHYpHEH HMMEIOT OTIUYHYIO
JIOJITOCPOYHYIO BBIKMBAEMOCTh M HE HYXJIAIOTCS B
NCT. Cpeau manueHToB ¢ MpoTenHypuen HeppoTu-
YECKOT0 YPOBHS TSKECTh 3a00JIeBaHUS U IPOTHO3
BapbHUPYIOT OT CIIOHTAHHOM PEMHUCCHUU JIO0 TSAKEIOTO
He(POTHUECKOTO0 CHHIpPOMAa W TPOTPECCHPOBAHUA,
BII10Th 0 TITH. V Takux manyeHToB pUCKH, CBA3aH-
Hele ¢ nmpuMmenenueM MCT, He JODKHBI MpeBBIIIATH
KpPaTKOCPOUYHBIE PHUCKH, CBSI3aHHBIE C OCIIOXKHEHHA-
MU HeppOTHYECKOro cuHApoma. Tekyliee ompene-
JICHHE PHCKOB Yy MAIMEeHTOB, KOTOpPbIE HYXIAIOTCS B
JedyeHuu (mporeuHypur> 4 r / ¢yt 6onee 6 mec), He
o0Jia1aeT JOCTaTOYHON CreIM(DUIHOCTBIO, TOCKOIb-
Ky Y 3HaYUTENBbHON YacTH TaKHX MAIlIEHTOB MOXKET
pa3BUThCS croHTaHHas pemuccus [101]. Mogenu,
KOTOpBIE MCHOJIB3YIOT APYTUEe YPOBHU U TPOIOIHKU-
TEIbHOCTh MPOTEUHYPHUH, BKIIOYAIOT B MHOTOKpAT-
HOE€ M3MEPEeHNE HU3KOMOJIEKYIISIPHBIX OETKOB B MOYeE,
CBIBOPOTOUHBIN abOyMuH U pCK®D MO3BOMIAIOT J1yd-
1Ie OIIEHUTh PHCK OCJIOKHEHUH W/ MPOTPECCUpo-
BaHUS 3a0oyeBaHus. BHOBbL MOABHBIINECS IaHHBIC
YKa3bIBAIOT Ha IPOTHOCTHYECKYIO [IEHHOCTh KOJIUYe-
cTBeHHOTO M3Mepenus yposHeil AT k POJIA2 u, Bo3-
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Kakune pekomeHgauuum pykosoacTtea «2012 KDIGO GN»* HeoOxoanmo
nepecMoTpeTb B OTHOLLEHUN MeMOpaHo3Ho HedponaTun?

2012 KDIGO GN guideline recommendations related to membranous nephropathy (MN):

Need to be revisited?

PekomeHgauun

HyxeH nn
nepecmoTp?

7.1: Mowck aTnonorum membpaHo3Ho HedpponaTum
7.1.1: Heo6x0a1Mo BbINMOSHEHME COOTBETCTBYIOLLIEro 00Cnen0oBaHNs A UCKIIOYEHNS BTOPUYHON NPUYNHBI BO BCEX
cnyyasx MH, nogreepxxaeHHon mopdonornyeckn (HeanddepeHuMpPoOBaHHbIN YPOBEHb CUJIbl JOKA3aTENLCTB)

ﬂ'a 17-20

7.2: CnepnyeT NpoBOANTbL OTOOP B3POCIbIX NALMEHTOB C nanonatmnyieckort MH ons neyeHms MMMyHOCYNPECCUBHBIMMN
cpencTeamu (CM. 7.8. pekoMeHzaLumii ans netel ¢ nguonatuyeckoi MH)

7.2.1: Mbl pekoMeHyeM HauMHaTb Tepanmio TONbKO Y NaLMEHTOB C HePPOTUYECKMM CUHAPOMOM U KOTAA BbIMONHAETCS
X0TS Obl OHO N3 CNEAYIOLLMX YCIIOBUIA:

- 9KCKpeLums 6enka c MOYOo MOCTOSIHHO NMPeBbILWaeT 4 /CyT n ocTaeTcs Ha ypoBHe 6osiee 50 % oT 6a30BOro 3Ha4YeHus,
1 HE UMEET CHUXEHUS Ha POHE aHTUTMNEPTEH3NBHOM 1 aHTUNPOTENHYPUYECKOM Tepanum (Cm. Pasaen 1) B TeyeHne
nepvoga HabnoaeHus He meHee 6 mec (1B);

- Hann4yme TaxXenblX, UHBANUONIVNPYIOLLIMX U XXUSHEYIPOXAIOLLMX OCNOXHEeHUn HedpoTuyeckoro cuHapoma (1C);

- NOBbILLEHWE KpeaTUHNHA CbIBOPOTKM KpoBM Ha 30 % 1 6onee B Te4eHne 6—-12 mec ¢ MOMeHTa NOCTaHOBKM AMarHo3a,
HO npu pCK®d He meHee 25-30 mn/MuH/1,73 M? 1 3TO MBMEHEHME He 0ObACHAETCS MHbIMK 06¢cTosITENLCTBaMU (2C).
7.2.2: He npyMeHsTb UMMYHOCYMNPECCUBHYIO TEPAnuio Y NaLMeHTOB C MOCTOSIHHBIM YPOBHEM KpPeaTUHMHA CbIBOPOTKM
kposwu > 3,5 mr/an (309 mkmonb/n) (unu pCK® < 30 ma/MuH/1,73 M2) 1 yMeHbLLIEHEM pa3MepoB noyek no Y3U (Ha-
npumMep, ganHa < 8 CM) UK C TSXENbIMU COMYTCTBYIOLLMMU U NMOTEHLMANBHO XU3HEYrPOXAIOLLNMU MHPEKLMAMUN
(HeonpPpepeHUMPOBaHHbIN YPOBEHb CUJIbl 4OKA3aTENIbCTB)

u.a 18,21,22

7.3: Hayano Tepanvn nagnonatnyeckon MH

7.3.1: Mbl pekOMeHAYEM B KQ4eCTBE Ha4aIbHOWM Tepanmm exXxeMecsyHO YepenoBaTb MPMEM CTEPOUNA0B (BHYTPUBEHHO
1 NepoparnbHO) 1 ankuiMpyloLmMx areHToB nepopasbHo («Cxema MNMoHTuuennm», cm. Tabn. 15) (1B)

7.3.2: B kayecTBe Ha4anbHOM Tepanum npuMmeHeHre uuknodochdammnaa sBnseTcs npeanoyTUTENbHBIM N0 CPABHEHWNIO
c xnopambyumnom (2B)

7.3.3: Mocne 3aBepLueHnst 3Toro pexmma («cxema MNoHTnYennn») Mbl pEKOMEHAYEM MPOAOSIKUTL KOHCEPBATUBHOE
BeZlEHNE NaUMEHTOB HE MeHee 6 Mec npexzae YeM caenaThb 3akioyeHre 0 HeaDEKTUBHOCTIN pexnma, HO Npu OTCyT-
CTBUM yXyALIEHNst GYHKLMM NMOYEK UM PA3BUTUS TSXKESbIX, UHBANMANSVPYIOLLMX UV NMOTEHLMATBHO XU3HEYPOXAOLLMX
OCJIOXHEHWUI HePPOTUYECKOro cnHApoma (CMm. Takke Pekomengaumn 7.2.1) (1C)

7.3.4: BbINOSHATL NMOBTOPHYIO OMOMNCKIO NMOYKM TOJIbKO €CNV NALMEHT UMEET ObICTPOE yXyAlleHne MYyHKLUUM NMoYeK
(yaBoeHue kpeaTuHMHA CbIBOPOTKM KPOBK 3a 1-2 Mec HabniogeHns ) Npy OTCYTCTBMM MAacCUBHOM NpoTenHypun (>15
r/cyT) (HeandbepeHUMPOBaHHbI YPOBEHb CUJbl AOKA3aTENLCTB)

7.3.5: HeobxoammMo KoppekTnpoBaTh A03y Luuknodocdammaa nnm xinopamoyLmna corfnacHo Bo3pacTy naumeHTa 1
pCK® (HeanddepeHUMpPOBaHHbI YPOBEHb CUJIbI 4OKA3ATENBCTB)

7.3.6: Mbl cyMTaem, 4TO HENPEPLIBHOE eXEAHEBHOE (HELIMKIMYECKOE) NCMONb30BaHNE NEPOPasbHbIX aNKUANPYIOLLNX
areHToB MOXET Takxke ObiTb 3(PDEKTUBHBLIM, HO CBSA3AHO C 60NIee BLICOKMM PUCKOM TOKCUYHOCTU, B HACTHOCTM Mpu
npumMeHeHun 6onee 6 mec (2C)

ﬂ'am ,23-27

7.4: AnbTepHaTmBHbIE CXEMbI Tepanun ngnonatunyeckon MH: tepanusa MKH

7.4.1: Mbl pekomeHayeM NprUMeHEHNe LIMKI0CNopUHA UV TakponrMyca B TedeHre, Kak MUHUMYM, 6 MeC y NaumneHToB,
VIMEIOLLIX KpUTEPUN AN Havana Tepanuu (kak onucaHo B PekomeHpaumsx 7.2.1), HoO npeanoymTaiowmx He nosyyatb
KOPTUKOCTEPOUAbI/aNKNINPYIOLLME areHTbl B LMKINYECKOM PEXUME N UMEIOLLIMX NPOTUBOMNOKA3aHWSs K 3TOMY peXumy
(cMm. Tabn. 18 oNs KOHKPETHbIX pekoMeHaaumin no go3uposke) (1C)

7.4.2: Mbl cuntaem, 4to MKH posmkHbl 6biTe OTMEHEHBI NPU OTCYTCTBUM MOJIHOM UM YaCTUYHOW PEMUCCUM Nocne
6 mec neyeHus (2C)

7.4.3: Mbl cuntaem, 4yto nosa NKH gomxHa 6biTb cokpalleHa Yepes 4—-8 Hep, 10 50 % OT MCXOLHOM [03bl NMPY YCIOBUN
COXpPaHeHusi pemMunccum Bo n3bexaHne pasBnTus CBA3aHHoM ¢ nevyeHrnem MKH HeppoTOKCUYHOCTM 1 NPOoaosIXeHa He
meHee 12 mec (2C)

7.4.4: Mbl pekOMeHAyeM PErynsapHoO MOHUTOPMPOBATL KOHUEeHTpaumio MKH B KpOBKM B TeYeHWe HavyanbHOro nepnoaa
JiedeHns 1 BCAKUIA pas, Koraa ecTb HE0ObACHUMBIM POCT KpeaTUHUHA CbIBOPOTKM KPOBU (>20%) BO Bpems Tepanuu
(HepndpepeHUMPOBaHHBIN YPOBEHb CUJbl OKA3aTENbCTB)

ﬂ.az3—25

7.5: Pexumbl, He peKOMEHAYEMbIE UM HE NpealaraeMble 419 Ha4YanbHOW Tepanun ngmuonartmyecko MH

7.5.1: Mbl HE PEKOMEHAYEM UCMOb30BaTh MOHOTEPANUIO KOPTUKOCTEPOMOAMU AS1 HAYaIbHOM Tepanumn namonatm-
yeckori MH (1B)

7.5.2: Mbl npeanaraem He Ucnosib3oBaTtb MoHoTepanuio MM® ans HavanbHo Tepanun nanonatudeckoin MH (2C)

HeT: 3aknto-
YyeHune KOH-
ceHcyca

7.6: JleueHue ngnonatmnyeckoii MH, pe3ncTeHTHOWM K peKOMeHLYyEMOW HayasibHO Tepanum

7.6.1: Mbl cuntaem, 4To nauneHTsbl ¢ namonaTnyeckon MH, pe3ncTeHTHOM K HavyabHOW Tepanun ankuaupyoLwmMmm
areHTamMu/cTepouzamMun, LOMKHbI nonyyatb neverHne MKH (2C)

7.6.2: Mbl cumTaem, 4To NaumeHTbl ¢ nanonatmyieckon MH, pe3ncTeHTHoM K HadanbHoi Tepanun MKH, aonxHbl no-
Jly4aTb leYeHne ankunpyloLwmmmn areitamu/ctepongamm (2C)

Ha: 3aknio-
YyeHne KOH-
ceHcyca

7.7.: Jleyenne peumamea HeppOTUYECKOIro CMHOPOMA Npu nguonatmnyeckorn MH y B3pocnbix

7.7.1: Mbl cunTaem, 4To Npu peumamee HedpoTUYEeCKOro CMHAPOMA Npu nanonatmnieckon MH gomkeH 6biTb MPUMEHEH
TOT BUA, NIeYEHUS, KOTOPbIA NpuBen k pemmuccumn (2D)

7.7.2: Mbl cuMTaem, 4To ecnv 6-MecsayHbI UMKINYECKNA PEXNM KOPTUKOCTEPOUAOB/anKNINPYIOLWNX areHTOB Obin
1CMNOJMIb30BaH B Ka4yecTBe HavanbHoM Tepanmn (cMm. PekomeHpaumio 7.3.1), npu peunamnsee pexmnm MoxeT ObiTb Mo-
BTOPEH TOJIbKO OAMH pas (2B)

HeT: 3aknto-
YyeHune KOH-
ceHcyca
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7.8. JleueHue ngnonatmnyeckoii MH y netei

HeT: 3aknio-

7.8.1: Mbl cuntaem, 4to neveHne namnonatndeckon MH y netei 4OMKHO COOTBETCTBOBATL TAKOBOMY Y B3POCbIX (2C) | YeHUE KOH-

(Cm. PekomeHpaunmn 7.2.1 1 7.3.1) ceHcyca
7.8.2: Mbl cuMTaeMm, 4To LMKINHECKUNIA PEXMM KOPTUKOCTEPOUbI/aNKUANPYIOLIME areHTbl MOXET ObiTb MPUMEHEH Y

pebeHka He bonee ofHOro pasa (2D)

7.9: MNpodurnakTnieckme aHTUKoarynsHTbl Npu nanonatmnyeckor MH: a3

7.9.1: Mbl cunTaem, 4To naumeHTbl ¢ ngunonatmyeckor MH 1 HebpoTUHECKMM CUHOPOMOM C 3aMETHbLIM CHUXEHNEM
anbOyMK1Ha CbIBOPOTKM KPOBU (<25 /1) U AONONHUTENbHBIMY hakTopamMu puckamMmm TpoM603a A0SKHbI MoJlydaTh NPOo-

bUNaKTUYECKyI0 aHTUKOArysHTHYIO Tepanuio BapdapuHom

Mpumeuarue. UKH — nHrnbutopsl kansunHeBprHa; MH — membpaHo3Has HedponaTus; pCK® — pacyeTHas ckopocTb kily6o4YKOoBOM

bunbTpaymmn.

MOKHO, Kau€CTBEHHOE OIpe/IeJICHHE paclpocTpaHe-
Hus ux antureHos [102, 103].

V¥ nmauuentoB ¢ AT k PDJIA2 ux HU3KHE YpOB-
HU, T0-BUMMOMY, TOBOPSIT O OOJbILEH BEPOSTHOCTH
CTIIOHTaHHOU pemuccuu, 4yeM Bbicokue AT. Y Haobo-
port, y nanueHToB ¢ AT k 2 unu 3 1oMeHaM 3MHTO-
Ia aHTUIeHAa BEPOATHOCTb Pa3BUTUS CIOHTAHHOMN
pemuccun MeHblle. HenaBHee nccienoBaHue Mmoka-
3a50, yto n3MeHenue yposHs AT xk POJIA2 B xozme
HaOMIONCHUS KOPPETHPYET ¢ U3MEHEHUSIMH MTPOTEH-
nypuu [104]. [TockonbKy B 3TO McciaeqoBaHUE ObLIH
BKJIFOYEHBI MAIMEHTHI, TOTY4YHMBIINE TEPAIUIO, JaH-

Tabnuua 2 / Table 2

dakTopbl, CBA3aHHbIE C NPOrpeccupoBaHnem
AnchyHKUMN NoYek
y nauueHToB ¢ MeMOpaHOo3HoI HedponaTueii
Factors associated with the risk of progressive loss
of kidney function
in patients with membranous nephropathy

Hwnakuin puck
MpoTenHypus <3,5 r/cyt

BblCOkUIA pruck

- KpeaTuHuH cbiBOpOTKM Kposu >1,5
mr/on (133 mkmonb/n)

- CHuxeHune pCKd > 20 % B noboii
MOMEHT B TeyeHune 12 mec, He 00b-
ACHMMOE APYrMy NpuinHamm 2

- MNpoTenHypus >8 r/cyT Ha NpoTs-
XeHnn > 6 mec

- Hanvyne notepmn ¢ MOYON HN3KO-
MOMEKYNSAPHbIX 6EKOB

- 1gG B moue > 250 mr/cyT

- YpoBeHb AT k POJIA2 11 ero nsme-
HeHVe B AuHamMuke °

Mpumeyanue. AT k POJIA2 — aHTuTena Kk peuentopy docdonum-
nasel A2 M-tuna; pCK® — pacuéTHaa ckopocCTb kJly6O4KOBOM
bunsTpaumnn.

B tabnuue nepeuncneHsl GpakTopbl, CBSA3aHHbIE C NMOBbILUEHHBIM
pUCKOM nporpeccupoBaHus 3abonesaHuns. Hanuyme nioboro 13
3TMX HaKTOPOB pMCKa JOCTATOHHO AJ191 PELLEHNS B NMONb3Y Havana
WCT; puck yBenmymBaeTcs nNpu Hann4mm HeCKosbko (GakTopoB.
Mpwv onpepeneHnn CpokoB 1 XxapakTepa Tepanun neyawume spa-
41 OOJKHBI MPUHUMATL UX BO BHMMaHWe, Kak 1 CUMMATOMbI, CO-
nyTcTBYytOLLME 3a60NIEBaHNIO, 1 PUCKM OCJIOXKHEHWI Yy NaumeHTa.
aCHmxeHne pCK® He cBA3aHO C TakMMu NPUHNHAMK, Kak nNpwm-
MeHeHne 6/10KaTOPOB PEHUNH-AHTMOTEH3UH-aNbA0CTEPOHOBOM
CUCTEMBI UM CHUXEHWNE BHYTPMCOCYANCTOro oobema.

°B HacTosiLee BpeMsi HeJ0CTaTOYHO AaHHbIX A5 OnNpeaeneHns
KOHKPETHOro ypoBHsl AT kK PPAJI2, cBA3AHHOMO C MOBbILLIEHHbIM
PUCKOM MPOrpeccrpoBaHns.

HbIE 0 3Ha4YeHUH MOHUTOpUHTA ypoBHS AT k POJIA2
mo Hayasma MUCT u BO3MOXHOCTH BhIOOpA TaKTHUKU
BEJICHUSI OTCYTCTBYIOT.

Jleuenune

[Momumo coxpaHeHUsI (YHKIIMU TTOYEK M PEMUC-
CUU TIPOTCHHYPUU, OYIAYIIHE TSN JICUYCHHS JIOJKHBI
BKJIIOUATh YIIYUIIICHUE UCXOJOB, CBSI3aHHBIX C MaIlU-
€HTOM, M Ka4eCTBa JKU3HU (JIJIs1 Yero JOJDKHBI OBbITh
pa3paboTaHbl COOTBETCTBYIOIIME METOJBI OICHKH),
a TaKKe NPOPUIAKTUKY CEPACYHO-COCYAUCTHIX U
TPOMOOAIMOOIMYECKUX OCIIOKHeHUH [45], uHpek-
WA U CHIDKeHHE cMepTHOCTH. CyIIecTBYeT KOHCEH-
cyc B oTHouieHuu toro, uro UCT crenyer HaunHATh
npu cHmwkeHun CK® umu, B 94aCTHOCTH, TSAKEIOTO
YIPOXKAOIIETO JKU3HU HEPPOTHUSCKOTO CHHIPOMA.
VY manueHToB ¢ MUHUMATbHBIMU CUMIITOMAMH U CO-
XpaHHOH (yHKIHEW TOYeK MOXKET OBITh IPUEMIIEMO
orcpouka CT Ha cpok a0 3 et mpu MakCUMalbHO
aJICKBaTHON KOPPEKIMH MPOTCUHYPHUH, TUIIEPTOHUHU
u runepaunuaemun [105]. JocTymHOCTh MEHEE TOK-
CHUYHBIX METOJIOB JICYCHHUSI MOKET IIPUBECTH K OoJiee
panaemy Hayany UCT, 4To mo3BoauT ObicTpee KyIu-
poBaTh CUMNITOMBI HeppoTHUeckoro curapoma. Ilpu
MaJICHBKHX pa3Mepax MOYeK KaKoro-JIn0o KpUTepus
0eCroNe3HOCTH JICUCHUsT HE CyllecTByeT. Teparus
MOXET CTa0MIIN3UPOBaTh 3a00JICBAHUE JTAXKE Y TIallH-
entoB ¢ pCK® <30 mu/mun/1,73 M. Broncus movxu
HEOOXOMMa JIJISl BBISIBIICHHSI OCTPOTO MOBPEKICHUS
TOYEK MJIM OLIEHKHU TshKeCTH Gruopo3a.

HNmMmyHOCynpeccuBHOe JiedeHne

Bcem nmamuentam o Hadana MCT momkeH ObITh
MIPOBE/ICH CKPUHUHT Ha HAJIMYHE WHPESKIUI U 3710Ka-
YECTBCHHBIX HOBOOOPA30BaHUM MPU COOTBETCTBYIO-
IeM BO3pacTe. AJKUIUPYIOUIUE areHThl OCTAIOTCS
€/IMHCTBEHHBIMU, YPPEKTUBHOCTh KOTOPHIX B OTHO-
weHuu npenorepaienus TITH nnu cmeptu qokazana
[106]. YuuThIBass TOKCHYHOCTD, ITMTOCTATUKH JTOJIK-
HbI OBITh HA3HAUEHBI TOJHKO ONBITHBIMU BpPa4aMU U
OTPaHUYCHBl y TMAIUCHTOB C BBICOKMM PUCKOM MPO-
rpeccupoBanus. KypHJIBIIUKH MOIBEPKEHBI OCO-
OCHHO BBICOKOMY PHUCKY Pa3BHTHS B MOCJCIYHOIIEM
paka MOYEBOTO MY3BIPs WU JIETKOTO, CBSI3aHHOTO C
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Tabnuua 3 / Table 3

AT k PDJIA2: npeaukTop Te4yeHns 0051e3HN 1 OTBETa Ha JiledeHne
PLA2R antibodies: predictor of disease course and treatment response

ABTOp 1 ONUcaHne nccnepoBaHns YpoBeHb AT MaumeHTbl ¢ nosHoM unu | 3HavyeHre p unn HRs meTon aHannsda AT
K POJIA2 4acTMYHOW pemMuccuren K POJIA2
(%)
Hofstra 2012 2 41-175U/ml 38% p <0,01 N®A: in house
AHanNn3 CNOHTaHHbIX PEMUCCUI 176-610U/ml | 31%
>610 U/ml 4%
Ruggenenti 2015 ' 14-86 RU/ml |82% HR: 4,2 (95% CI: 1,9-9,2: | UDA: Euroimmune
p<0,0001)2
Bce naumeHTbl nonyunnm putykcumad | 87-204 RU/ml | 59 % HR: 2,3 (95% ClI: 1,0-5,2;
p=0,048)?
>204 RU/ml 37% 1
Dahar 2017 <275 RU/mI 43 %P OR: 3,5 (95% CI: 1,1-| N®A: Euroimmune
PaHooMU3MpOBaHHOE KOHTPONMpyeMoe 10,7; p=0,03)°
ncenenoBaHne putykcrumaba >275 RU/ml 20 %" 1

Mpumeyarue. AT k POJIA2 — anTutena k peuentopy pochonunasesl A2 M-tuna; Cl — noseputenbHbiii nHtepsan; MDA — ummyHodep-
MEHTHbI aHann3; HR — oTHowweHne puckos; OR — oTHoLweHMe waHcoB; RU — oTHocUTeNbHaa eamHmLa.

MonHas pemnccums Bbina onpeaeneHa kak npotenHypus < 0,2, <0,3 unn <0,5 r/cyT; yactuyHas pemuccus <3,0 r/CyT CO CHUXEHUEM
Ha 50% OT ncxopgHoro ypoBHsi. CnoHTaHHasa pemuccus 6blna onpefeneHa kak nosHas uav YactuyHas pemmccus 6e3 kakon-nnbo

MMMYHOCYNPECCUBHOM Tepanuu.

2B cpaBHEHUN C BEPXHUM Tepumnem 6a3oBoro yposHs AT k PDJIA2 (> 204 RU/ml).

b JaHHble, npenocTaB/ieHHble B XO4e IMYHOro obLLeHus.

°lMo JaHHBIM MHOFOBapUaHTHOr O aHaM3a OTHOLLEHMWE LLIAHCOB MOHOM UM YHACTUYHOM PEMUCCUN NPU CPOKe HabnoaeHns (MeanaHa:
17,0 [IQR: 12,5-24,0] mec) no cpaBHEHMIO C rpynmnoi ¢ 6a3oBbiM ypoBHEM aHTU-PLA2R>275 RU/ml, He3aBMCcUMO OT BMAA SieHeHus
(HEMMMYHOCYNPECCUBHAs aHTUNPOTENHYpUYEcKas Tepanus ¢ unm 6e3 puTykcrmaba), Bo3pacTta, nosa, MCXOLHOro YPOBHS NpoTen-

Hypun, aﬂb6yMI/IHa CbIBOPOTKM KPOBU U KpeaTUHUHa.

BO3JICMCTBHEM ITUTOTOKCHMYECKHX areHToB. Ocoboe
BHAMAaHHUE CIIEyeT YAeATh MalueHTaM JeTOPOIHO-
T'O BO3pacTa B CBSI3U C PUCKOM OECTUTOHS, aCCOIHH-
POBAaHHOTO C IUTOCTAaTHKaMH. lcTopudecku jJedeHne
ANKWIAPYIOIIIMH areHTaMH ObLTO IUKINYIHBIM U CO-
MTPOBOKIAIIOCH ITYJIbCOBBIM BHY TPUBEHHBIM BBE/ICHH-
€M METHJIPEIHU30JIOHA. B KIMHUYEeCKOW TpaKTHKe
MOTYT TIPUMEHSTHCS U IPYTHE CXEMBbI, BKITIOUAIOIIHe
eXEITHEeBHBIN MpHeM ITUKIIopochaMuIa 1 MyI5COBOC
BBEJICHIE METHIIIIPETHU30JIOHA.

[Ipu onenke >hdhekra Tpyrux UMMYHOIETIPECCAH-
TOB B KaueCTBE KOHEYHON TOYKH MCTIOIH30BAJH TOIb-
KO CHIDKEHHE TPOTenHypHH. Tepanus nHruOnTopamMu
KaIlbIMHEBPHHA TIPUBOINIIA K PA3BUTHIO PEMHUCCHH C
4acTOTOH, aHaIoruyHOU 1uKiIodochamumy, Ho ObLTa
cBs13aHa ¢ 6osee BRICOKOH 9acTOTOH peruauBoB [107,
108]. IlpomoKUTeIbHBIN €KECTHEBHBIN TIPHEM WH-
THOUTOPOB KaNbIIMHEBPHHA MOXKET TTOAIEPKUBAThH
PEMHUCCHUIO; OTHAKO MOCJIEACTBUS TAKOU JTUTEIILHON
Tepanuu HEW3BECTHH.. B OAHOM KOHTpOIHpyeMOM
WCCIIEZIOBAaHUH XJIOPaMOYIIIII, HO HE IHUKIIOCTIOPHH,
ymenbman TeMisl cHmkerns pCK® npu MH u pe-
HajpHOHU nuchyrnmu [109].

B nccnenoBannu «OteHKa pUTyKCHMada ist Jie-
YeHUS WANOIIATHICCKOW MeMOpaHHOW HedpomaTnm»
(GEMRITUX) putykcumab 0w11 6051¢e dhpexTrBeH,
geM Ianedo B WHAYKIIUH peMHUCCHH depe3 17 mec
[101]. YacToTa OTCYTCTBHSI OTBETa Ha PUTYKCHMad
cocrasmia mpudnmsnutensHo 35 %. HemaBHee perpo-
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CIIEKTUBHOE HCCIIEIOBAHNE C TIPUMEHEHHEM TICEB/I0-
paHIOMM3AINH MTOKa3ano 6oyee HU3KYI0 4acTOTy Ya-
CTUYHOM PEeMHCCHU TIPH TEPANTUN PUTYKCUMAaOOM TI0
cpaBHeHuto ¢ mukinodochamumom [110]. U3mepenne
AT x PDJIA2 MoxeT TOMOYb B IPOTHO3UPOBAHNUH OT-
BeTa Ha Tepanuio (tadm. 3) [111]. Bonue BeposiTHO,
YTO BBIOOP TE€parmuy MOXKET OBITh ONPEENIeH C TOMO-
IIpI0 60JIee COBEPIICHHBIX MOeNel cTrpaTnudukanun
pucKa.

Monumopune 3abonesanus. Yposuu AT k POJIA2
MOTYT OBITh TOJIE3HBI MPHU OIEHKE APPEKTUBHOCTH
JIeYEHUs] W TIpU TOocieaytomemM HaomoneHun. llpu
nonrHo# pemuccuu AT x PDJIA2 moutn Bcerna wuc-
4ye3aloT. XoTa cHmkeHrne ypoBHS AT Mmoxer mpen-
[IECTBOBaTh KIMHUYECKOW PEMHCCHH, B HACTOSIIEE
BpeMs HESICHO, HaCKOJIbKO CHIDKEHHE MPOTHO3HPYET
MTOCIIEAYIONIYI0 PEMHUCCHIO. B CBS3M C 3TUM HEOTHO-
kparubiii anann3 AT k POJIA2 Bo Bpems sedeHus
TpelyeT nanpHenero n3yyenus. [lpu pemuccun HuI-
KaKHX JI0Ka3aTelbCTB B TOJIB3Y yIPEXKIAIOIeH Tepa-
MUY, OCHOBAaHHOM TOJIFKO Ha MOBBIIIIEHNN YPOBHS aH-
tuten, HeT. Tem He MeHee, m3Mmepenne AT k POJIA2
y TalMeHTOB C PEIUANBOM WIH yXYIIICHHEM Tpo-
TEUHYPHUH JOJDKHO TOMOYb OTJIMYHUTH PEIHINB 3a-
0oseBaHNs OT APYTUX MPUYUH poTenHypun. [lepcu-
crupyromye AT k POJIA2 nepen TpancmmaHTanuen
MOYKH CBSI3aHBI C MOBBIIICHHBIM PUCKOM PEIHINBA
MH B amnorpancmianTare. [JaHHBIX B OTHOLLIEHUU
TOTO, CIEIYEeT JIH OTKJIAIbIBATh MEPECaaKy MOYKH J0
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Tex mop, nmoka AT He cTaHyT OTpHULIaTeNbHBIMHU, He-
JIOCTATOYHO. YCIIOBUS, PU KOTOPBIX CIIEIYET MPOBO-
JUTH MTOBTOPHYIO OMOIICHIO MJIM CKPUHUHT Ha HaJH-
gue HHQEKINH, 37T0Ka9eCTBEHHBIX HOBOOOpa30BaHUH
WIA JIPYTUX TPUYHH HEQPOTHUYECKOTO CHHIPOMA,
oTIpenieIeHbl HEJJOCTaTOYHO YETKO.

Bynymue ucciieoBanus

Hecmortpst Ha TO, 9TO TeCThI 1t onpenencHust AT
K POJIA2 mpuMeHUMBI )1 AUATHOCTUYICCKUX IIETICH,
OHM pa3JMyaloTCs KoiaudecTBeHHO. JItobas momens
OIIEHKH PUCKa WM MOHUTOPUPOBAHMS 3a00JI€BaHus,
ocHoBaHHas Ha ypoBHsX AT, morpelyeT yHupuKaumu
1 KanmuOpoBKHU TecToB. CTENeHb MPUMEHEHHUS YPOBHSI
AT nns onpeneneHns CypporaTHbIX KOHEUHBIX TOYEK
B KJIMHUYECKUX HCIBITAHUSIX TpeOyeT (opMaibHOM
OlIeHKH. [loTOMHUTENbHBIE HCCIIeI0BaHUS HE00X0-
JIMBI JUTs1 pa3paboTKu OoJiee TOYHBIX MOJIEeNIeH cTpa-
TU(PHUKALUU PUCKA, KOTOPBIC BKIIOYMIHM OBl JIpyrue
OroMapkephsl 3a00JIeBaHHs, TOMUMO TPOTEHHYPHH,
HampuMep, KaueCTBEHHBIE M KOJHMYECTBEHHBIE H3Me-
peHus ayToanTuTeNl. Mbl OkuaeM JaHHbIE HCCIIe0-
BaHUs 1o putykcumaby (Membranous Nephropa-
thy Trial of Rituximab, MENTOR) npu MH, B
KOTOPOM CPaBHUBAJIN PUTYKCHMAa0 W IMKIOCIIOPUH
B KpaTKoCpOouHOU mepcrekTuBe. OTYeT Mo HCCieno-
Bannto Sequential Therapy With Tacrolimus and
Rituximab in Primary Membranous Nephropathy
(STARMEN) (B KOTOPOM CpaBHHBAIOT TaKPOIUMYC
U PUTYKCHMad C HUKINYECKUM pekuMoM «lloHTH-
yerm») oxugaercs B 2019 rony. MccnenoBanus c
HCTIOJIb30BaHNEM KOMOMHAIUH CYIIECTBYIOIIUX Mpe-
[apaToB M HaNpaBJeHHbIE HAa pa3Hble IMMYHOJIOTH-
YeCKHe HEeNU MOTYT YIYYIIUTh YacTOTYy W/WJIH TPO-
JOJKATENBHOCTD TTOJIHBIX PEMHUCCHIA.

Yro KacaeTcs au3aiiHa UCCICIOBaHMS, B KQUECTBE
CyppOTraTHON KOHEYHON TOYKH MOXKET OBITh MCIIOJb-
30BaHa TojiHas pemuccus (mporeunypus <0,3 r/cyt
B coyeranuu co crabwipHoii CK®), kak u vacTuy-
Has pemuccus (CHIKeHHe mportennypun Ha 50 % mo
ypoBH: <3,5 r/cyT). Pojib CBIBOPOTOUHOTO ajibOyMUHA
B OTIpe/IeJICHNH YaCTUYHON PEMUCCUU TpedyeT Jallb-
Helmel GpopMalbHON OLIEHKH, TaK kKe Kak U yHH(DU-
KaI[isi TECTOB Ha CHIBOPOTOUHBIN albOyMHUH.

SAKJTIOMEHUE

HecMmotps Ha TO, 4TO Takue cTapble BOIPOCHI, KaK
JyYIi croco0 OleHKH (QYHKINU MOYeK, aKTUBHO-
CTH 3200JIeBaHNA U TPOTEUHYPUH, BCE €IIIe OCTAIOTCS
B HE(POJIOTHH, B HALIIEM [TOHUMaHWH TTaToreHe3a 3a-
6onesanuit mpu [gAN 1 MH nOCTUTHYT 3HAUUTEIh-
Hbll mporpecc. KoauuecTBO paHAOMU3HPOBAHHBIX
WCCIIEZIOBAHUHN IO 3THM 3a00JEeBaHUAM HEYKIOHHO
pacTeT, U B HACTOsIIEe BPEeMs IMPOBOASITCS HECKOIb-

KO WCIIBITaHUH TpeThel (a3pl. HemaBHuE MOMBITKH
OTIpe/ieNIeHNs CypPPOTaTHBIX UCXOI0B, KaK, HAIIpUMep,
nostHas pemuccus nmpu MH, 6e3yciioBHo, OyayT crio-
c0OCTBOBATH €l1ie OOIbIIIEMY YCIIeXy B 3TOH 00IaCTH.
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FTMNEPKANBUMEMMA Y JETEN

Hay4Ho-nccnenoBaTenbCKUin KNMHUYECKUIn MHCTUTYT neguaTtpumn nmenun akagemuka tO.E. BenbtuuieBa, POCCUACKNIA HaLMOHANbHbIN
1nccnenoBaTenbCkuii MeaNUMHCKUIA yHuBepcuteT umenn H.U. NMuporoea, Mockea, Poccusa

PEDEPAT

vnepkanbuyemMus SBASETCS NPOSIBIEHNEM LUMPOKOrO CriekTpa HaCNeACTBEHHbIX U NPUOOPETEHHbIX COCTOSHWIM, BCTPEYaloLLIMX-
CS1 B TEpaneBTMYECKOM 1 NneguaTpuy4eckon npaktnke. Kanbumin y4acTByeT B KIIOHEBbIX GU3MOAOrMYECKMX MPOLLeCccax, CMcTemMe
Koarynauuu, metabosimame KOCTHOM TkaHW. KuiieyHas abcopbums 1 anMMmmnuHaums KanbLms, ero kaHanbLesas peabcopbums u
3KCKpeLuus, pPEMOAENVPOBaHNE KOCTHOW TKaHW, a TaKXe PErynnpytoLLLEee BAVNSIHUE NapaTropMoHa 1 akTUBHbIX GopM BUTaMmmnHa D
ABNSAOTCS OCHOBOM roMeocTasa KasbLMsa B OpraHm3mMe YenoBeka. 3/10ka4eCTBeHHblE HOBOOOPA30BaHUSA 1 NEPBUYHBIN runep-
napatnpeos3 B 80-90 % cnyyaeB ABASIOTCS NPUYMHON rmnepkanbUMeMn y B3pOCIbIX, TOrga Kak reHeTndeckne 3aboneBaHns
C HapyLleHneM KanbLmnii/docdopHOro obmeHa 1 ATporeHHble hakTopbl NPEeBaNMPYOT B NepeYHe NpUYuH runepkanbumeMmm y
HOBOPOXAEHHbIX 1 AeTeN paHHero Bo3pacTta. KnuHuyeckue nposiBneHns rmnepkansumemMmmn y aeten HecneumduyHbl BCneacTeve
MOPaXEHUS PA3/INYHBLIX OPraHOB U CUCTEM U 3aBUCAT OT CTEMEHM MOBbLILLEHNS YPOBHS KaslbLMS KPOBU. YMEPEHHASA rMnepKabLm-
emMusi NnpoTekaeT 6E€CCUMMNTOMHO 1 MOXET ObITb CIyHaliHON BUOXMMMYECKOM HaX0AKOW. BblpaxkeHHas 1 kputnydeckas runepkasib-
LLMEMUSI COMPSKEHA C BbICOKVM PUCKOM NIETasTbHbIX MICXOA0B BCNIEACTBME HAPYLLEHNS pUTMa CEPALLA, TSXKENO0N HEBPOJIOrMYECKON
CUMNTOMATUKM C Pa3BUTUEM KOMATO3HbIX COCTOSHUN. AnddepeHumanbHO-aMarHoCTUYECKoe 3HaYeHNe MeeT onpeaeneHme
YPOBHSI MapaTropMoHa, 4TO MO3BOJIAET BbIAENNTL ABE OCHOBHbIE MPYMMbl 3a00neBaHuiA, NPoTeKaloLWMX C rmnepkanbumemMmei:
MTr-zaBucumble u MTI-He3aBucKMble. Bepudukaums nepBonpuYMH pas3BUTUS rMnepkasbumemMmy crnocobcTBYeT CBOEBpe-
MEHHOMY YCTPaHEHMIO TPUITEPHBLIX (HaKTOPOB, HA3HAYEHUIO MATOrEHETUYECKON MU CUMMTOMATMYECKON Tepanuu, KOPPeKUUn
nnuTaHns 1 obpasa xm3Hu. B cTaTbe 0CBeLLEHbI OCHOBbI FOMEOCTasa KasbLys, KIMHUYECKME NPosiBNeHns, andbdepeHumanbsHo-
LMarHOCTUYECKME aNrOpUTMbI U MPUHLMMBI TEPANUN TMNEPKabLMEMUN Y AETEN.

KnioueBbie cnoBa: runepkansupemMus, Butamuni D, napatropmoH, CYP24A1, SLC34A1, SLC34A3, netn
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ABSTRACT

Hypercalcemia is a result of a wide range of hereditary and acquired conditions encountered by general physicians and pedi-
atricians. Calcium participates in several key physiological functions, control of blood coagulation, bone calcification. Calcium
homeostasis is tightly regulated by the interplay between absorption from the small intestine and renal tubular reabsorption, bone
remodeling, and disposal through the gut and the kidney. These processes are regulated by local and circulating factors. The two
main hormones influencing the homeostasis of calcium are PTH and calcitriol. Cancer-associated hypercalcemia and primary
hyperparathyroidism are the most frequent causes of hypercalcemia in adults. In neonates and infants, one should look first at ge-
netic and iatrogenic etiologies. The clinical manifestations of hypercalcemia in children are nonspecific due to damage to various
organs and systems and depend on the degree of blood calcium level. Mild hypercalcemia is asymptomatic and often discovered
during routine blood work. Moderate and severe hypercalcemia may cause cardiac arrhythmias, affect the nervous system. The
differential diagnosis of the possible etiologies of hypercalcemia should start with the assessment of serum parathyroid hormone
(PTH) concentration. The causes of hypercalcemia can be divided between PTH-mediated and non-PTH-mediated. Identification
of the main causes of hypercalcemia contributes to the timely elimination of trigger factors, beginning of treatment, correction of
nutrition and lifestyle. The article highlights physiological mechanisms of calcium homeostasis, clinical manifestations, diagnostic
algorithms and treatment of hypercalcemia in children.

Keywords: hypercalcemia, vitamin D, parathyroid hormone, CYP24A1, SLC34A1, SLC34A3, children

Jlns nutuposanms: [ammok C.B. I'mnepransunemus y neteit. Hegpponoeus 2020;24(2):42-51. doi: 10.36485/1561-6274-2020-24-2-42-51
For citation: Papizh S.V. Hypercalcemia in children. Nephrology (Saint-Petersburg) 2020;24(2):42-51. (In Russ.) doi: 10.36485/1561-6274-2020-24-
2-42-51

*TTarmk C.B. 125412, Poccust, Mocksa, yi1. Tangomckasi, 1. 2. O60co0neH-

HOE CTPYKTYpHOE rozipasenenue « HaydHo-nuccenenoBarebCKiii KITMHAYe- _—

CKUIf HHCTUTYT 1eiuaTpuu uMmenn akajemuka IO .E. Bensrumieay ®IAOY * Papizh S.V. 125412, Russia, Moscow, Taldomskaya St. 2, Separate
BO «Poccuiickuii HallMOHAIBHBIN HCCICI0BATCIBCKHI MEAUIIUHCKHNA structural unit of Scientific Clinical Research Institute of Pediatrics named
yausepcuter umenu H.M. TIuporosa» MuHHCTEPCTBA 3ApaBOOXPaHEHUs after academician Yu.E.Veltishchev, Russian National Research Medical
Poccuiickoii deneparmu. Ten.: +7(495)4832192, E-mail: papijsveta@mail. University named after N.I. Pirogov, Phone .: +7 (495) 4832192, E-mail:
ru ORCID: 0000-0001-6459-2795 papijsveta@mail.ru ORCID: 0000-0001-6459-2795

42



ISSN 1561-6274. Hedponorusa. 2020. Tom 24. Ne2

ISSN 1561-6274. Nephrology. 2020. Vol. 24. Ne2

TunepkanpuuemMusi SBISETCS OAHOM M3 BaKHBIX
KJIIMHUYECKHUX MPOOJIeM B TEparieBTHUCCKON U Teua-
TPUUCCKOM MPAKTHKE, YTO CBS3aHO C OTHOCHTEILHO
BBICOKOH pactpocTpaHeHHOCTRIO (0koJ0 4 %) nanHo-
IO COCTOSIHMSI KaK B OOILEH MOMYJISIMK, TaK ¥ CPEIU
MMalEeHTOB CTAIIOHAPA, B 0COOCHHOCTH peaHuMalln-
OHHBIX OTAeNeHul [1, 2]. Y mereii runepkaIbiueMust
BCTpEUACTCS PEXKe, YeM y B3POCIBIX, OIHAKO, YEeM
MEHBIIIC BO3PACT IMAalMEHTa, TeM 00JIee BHICOKA Be-
POSITHOCTh Pa3BUTHS Pa3HOOOPA3HON KIMHHYECKOU
cUMITOMATHKH [3].

lunepkanblueMus — 3TO MOBBIIICHUE YPOBHS HO-
HU3UPOBAHHOTO Kayblus 0onee 1,4 MMmoib/i (5,6 Mr/
JUT) WK o011ero Kajiabims 6osee 2,6 Mmoib/it (10 mr/
JUT) C BOBMOJKHBIMU BapHallMsIMU B 3aBUCUMOCTH OT
pedepeHCHBIX 3HAYCHUI KOHKPETHOH JiabopaTopuu
[4]. B 3aBHCHMOCTH OT CTETICHH TOBBIIIICHUS YPOBHS
KaJIbIUSI KPOBH BBIICISIOT YMEPCHHYIO, BBIPAYKCH-

HYI0 M KPUTHYECKYIO THUIepKaibiiemMuio (puc. 1).
Kpurndeckasi rurnepkaibliieMus CONpPsDKEHA C BbI-
COKHM DPHCKOM JIEeTaJbHBIX MCXOJIOB BCIIC/JICTBUE Ha-
PYLICHUS pUTMa CepJIla, TSHKEIIOH HEBPOJIOTHYECKOM
CHUMITTOMATHKH C PA3BUTHEM KOMATO3HBIX COCTOSIHUH.
Kanpuuii B opraHusMe 4enoBeka sIBISIETCSl Kpaii-
HE BOKHBIM DJIEMEHTOM, YYACTBYIOIIHM B PA3ITHUHBIX
OMOXMMHYECKMX PEaKIHUsIX, CUCTEME KOarysiuu,
MeTrabonusme kocTHOM Tkanu. Jlo 98-99 % kanbrus
AKKyMYyJIMPOBAaHO B BUJIE COJH THJPOKCHAINATUTa B
KOCTHOM TKaHU W TONBKO 1-2% KaJbIUs MPUCYT-
CTBYET B IJIa3Me€ KPOBH BO BHYTpPHUKIETOUHOM (50—
100 mmoub/n) ¥ BHEKIeTOYHOM (2,2—2,6 MMOJIB/J)
npocTtpanctse (puc. 2). BHekneTouHsli Kaubluil co-
CTOUT U3 CBA3aHHOTO (45 %) c Oenkamu Kaiblus, B
90% ciydaeB 3T0 anbOyMuH, u cBoOogHOTO (55%)
WJIM MOHU3UPOBAHHOTO KaJbIIHS, KOTOPBIN SBIISETCS
(bU3NONOrNYeCcKN aKTHBHOW (opmoii [6, 7].

Kanbuuii o6wmii, mmonb/n (mr/pn)

2,2(8,0) 2,6(10) 3,0(12,0) 3,5(14,0) 4,0(16,0)
Kputnueckas
runepKanbumemmns
BbipaXkeHHan
runepKanbunmemmsa
YmepeHHasa
runepkanbuuemms
Hopmokanbunemumsn
1,1(4,0) 1,4(5,6) 2,0(8,0) 2,5(10,0) 3,0(12,0)

Kanbuuit noHM3npoBsaHHbIA, Mmonb/n (mr/an)

PrcyHok 1. CTeneHn BbipaXKeHHOCTU rmnepkanbunemmm [5].
Figure 1. The severity of hypercalcemia [5].
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PucyHok 2. Kanbumnii B opraHname 4enoseka.
Figure 2. Calcium in the human body.
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T'omeocTas kKambIus 3aBUCUT OT CIAKEHHOTO B3a-
HMOJICHCTBHSI MEXKTy a0COPOIIUEH KaIbIIHsl B KUIIICY-
HUKE U €r0 KaHAJIBIICBOW peabcopOimeil B MOUKax,
pPEeMOJETMPOBAHMUEM KOCTHOM TKAHU W dJIMMHUHAIUEN
KaJIBIIHS C TIOYKAMU U KUIICYHUKOM, a TaKKe pery-
JTUPYIOMUM IEHCTBUEM MECTHBIX U IUPKYIUPYIOIIHX
(haxtopos [8].

Korma ypoBeHb 0OIIETro KaJblMs CHIKACTCS
HUXKE 2,6 MMOJIB/JT, TPOUCXOAUT aKTUBAIIUS KaJIbIUHi-
JyBCTBUTEJBHBIX KIJIETOK, JJOKAJIM30BAHHBIX B Tapa-
IIUTOBHUIHBIX JKelle3aX, CTUMYJIUPYIOIIUX CHHTE3
naparropmona (IITT) [7]. HampoTtus, korma ypoBeHb
KaJIBIUSI TIOBBIIIaeTCs Oosiee 2,6 MMOJIb/JI, CEKpeLns
IITT munumaneHa. IITI ocyliecTBAsI€T peryasuuio
YPOBHSI KaJbIlUs KPOBHU TOCPEACTBOM AaKTHUBAIIUU
lo-ruApoKCHIa3el, KaTaTH3UPYIONIEH BTOPYIO CTa-
JIUI0 TUAPOKCUIUPOBAHUS 25-TUApOKCUBHTaMUHA D
C TMOJYYCHHEM TOPMOHAJIBHO AKTUBHOW (POPMBI
1,25-muruppokcusuramuna D [1,25(0H), D] [6].
Kpowme Toro, [ITI" crumynupyet peadcopOInio Kajib-
LK B TUCTAJILHOM OT/iesie He()POHA, TOBBIIIAET JKC-
kperuto pocdaroB ¢ MOYOH M y4acTBYeT B MOOUIIH-
3aIH KaJIbIUI B KOCTHON TKaHHU.

Hpyrum BaKHBIM (haKTOPOM, YIACTBYIOIIUM B pe-
TYJISIITIN TOMEOCTa3a KaabIlus, SIBIISIETCS TOPMOHAITb-

HO aKTUBHBIM MeTabomut Butamuna D — 1,25(0OH),D,
KOTOPBIA yBEJIIMYMBACT a0COPOIINIO KaJIbIHS U (POC-
(dopa B KeIyJOYHO-KHIIICYHOM TPAKTE, CHIKACT IKC-
KPEIMIO KaJIbIU U Gocdopa ¢ MOUOM, a TaKKe IpU
B3aumoyeiicteun ¢ [ITT cnocobcTByeT pe3opOiuu
KOCTHOH TKaHH [7].

K dakTopamM, oka3pIBalOIIUM MOIU(PHUIMPYIOIIEE
BJIMSIHME HAa YPOBEHb OOIIEro KaJbIUsl KPOBH, OTHO-
cuTcsl albOyMHuH. V3MeHEeHUe YPOBHS ChIBOPOTOY-
HOro ajbOyMuHa Ha | I/ MPUBOJUT K M3MEHCHUIO
o0riero kanpius Ha 0,8 Mr/1j1, 9T0 HEOOXOAMMO YUH-
THIBATh MPU CHUYKCHUH WJIH TIOBBIIIICHUU YPOBHS ajlb-
OymuHa KkpoBH. [l pacdera CKOPPEKTHPOBAHHOTO
Kalblns MpeaioxkeHa popmyna [4]:

KoppexrupoBannbiii Ca (mr/min) = Ca oOmuit
(mr/mm) + [4,0 — aneOymuH (r/mmm)] * 0,8.

MonnunupyromuM BIHSIHAEM Ha ypOBEHb HO-
HU3UPOBAHHOTO Kanbllns oOmamaetr pH xposu. Ilpu
casure pH Ha 0,1 enquHUIly TPOUCXOAUT U3MEHEHUE
noHU3UpoBaHHOTO Kanbitns Ha 0,04—0,05 mMMmoms/m,
B CBSI3H C YEeM IIPU PA3BUTHH METAOOIMUIECKOTO MU
pEeCIMPaTOPHOTO anua03a HAOIIOAACTCS THIICPKAITb-
IIHEMHUS 32 CYeT MOHM3MPOBAHHOTO KAJBIHA, a TPH
alikaJio3e HMOHU3BUPOBAHHBIM KalbLIMM CHUYKAETCH,

Tabnuua 1/ Table 1

MpuunHbl rMNepkansunemMun y geten [13]
Causes of hypercalcemia in children [13]

Mpun4mHbl MTr-3aBncumble MTrr-He3aBUcUMbIE
[eHeTnyeckue CewmeliHasa runokanbunypuyeckas runep- | Momonatmyeckaa nHpaHTuUnbHaa runepkanbunemmns, tun 1
kanbumemus, Tun 1-3 (CASR, GNA11, AP2S51) | (CYP24AT)
[MepBuYHbIN HECMHOPOMAaNbHLIN runepnapa- | Uononatnyeckas nHdaHTuabHaa runepkanbuymemMms, tun 2
Tpeosd (PTH, CDKN1A, CDKN2B, CDKN2C, | (SLC34A1)
GCM2wn gp.)
MHOXeCTBeHHaa aHOOKPUHHAA Heonnasus, | HacneacTBeHHbIN runodocdaTreMmnyecknin paxmT ¢ rmnepkanb-
Tmn 1-4 (MEN1, RET, CDKN1B) umypueii (SLC34A3)
CuHppom BunbMmca (aeneupst ysactka Hr7)
'mnodocdatasus (ALPL)
MeTtadunzdapHasa xoHgpoamcnnasus, Tmun dxceHa (PTHR)
MprobpeTeHHble | TpeTUYHbIN rmnepnapaTnpeos MeankameHTo3Haa MHAYKUMS (rmnepsutaMmnHos D n A, TnasnaHble

ONYPETUKN, Npenapatbl KanbLus, TMTUS, 3CTPOreHbl 1 Ap.)

Tepanusa rmnodocdareMmyeckoro paxmra

3nokayecTBeHHble HOBOOOpa3oBaHus (nMMmdoma, ocTpblii neii-
K03, pabgommnocapkoma, renatobnactoma, renatouenonsapHas
KapumHomMa u ap.)

paHynemaTo3Hble 3aboneBaHus (Tybepkynes, capkonnos, BUY,
nenpawvap.)

QHpoKpuHONaTuK (beoxpoMoumnToMa, MIUKceaemMa, Haano4eu-
HUKOBas HeL0CTATOYHOCTb, FMMNEPTUPEOUAN3M, BPOXAEHHbIN
rMnoTMpeos v ap.)

MMmmobununsauna

MO0YHO-LLLENOYHO CUHAPOM

AQunoHekpo3s

XpoHuyeckure BocnanutesibHble 3abonesaHus (6oneaHb KpoHan ap.)

MHdekumoHHble 3aboneBaHvsa (LMTOMEranoBUpyc 1 aop.)

MapeHTepanbHOe NuTaHne, N30bITOK KanbLUsa UM HELO0CTaTOK
docdaToB B paumoHe NnnTaHns
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MIPU ATOM OOIIMIA KaJIBITI KPOBU OCTACTCS B MIpeIie-
JaX HOPMAaTUBHBIX 3HaYCHUH [4].

[IpuuuHbl pa3BUTHS THIEPKAIBIMEMUN MOXKHO
paznenuts Ha IITT-3aBucumsble, npu kotopeix ITTT
SBIIIETCS. HEIOCPEACTBEHHONM NPUYMHON pa3BUTHUSA
runepkansuuemuu, u IITI-He3aBUCUMBIE, NIPU KO-
TopbIX ypoBeHb [ITT" MOXeT U3MEHAThCS BTOPUYHO
[0 OTHOIIEHHUIO K IMOBBIIICHHOMY YPOBHIO KalbLIUs
kpoBH. Cpeau MPUYMH PAa3BUTHS TUIEPKAIbIEMUN
y B3pPOCIBIX TIEPBOE MECTO 3aHUMAIOT 3JI0KaYECTBEH-
HbIe HOBOOOpA30BaHMS U MEPBUYHBIN TUIepHapaTH-
peo3, kKotopbie cocTaBisioT 10 80-90% [9]. ¥V HOBO-
POXIEHHBIX U JIeTel MepBOro rojia >KN3HU B KAYeCTBE
MIPUYUH Pa3BUTHUS TUNEPKAJIBIMEMUN MPEBATUPYIOT
FeHETUYECKHUE 3a00JICBaHUS C HAPYIICHUEM KaJIbIIni/
(docdopHoro oOMeHa U ATPOreHHbIe (PaKTOPHI, TAKHE
Kak runepBuTamMuHo3 D w/mnm A, mpuMeHeHue THa-
3UIHBIX quypeTukoB [10] (tabm. 1). V nmereit crap-
Iero BO3pacTa M MOIPOCTKOB Hambosiee YacThIMU
MIPUYMHAMH Pa3BUTHS THIEPKAIbIMEMUN SBIISIOTCS
MEPBUYHBIA THIEpHapaTUpeo3, UMMOOWIH3AIMS U
3JI0Ka4eCTBEHHBIC HOBOOOpa3oBanus [11, 12].

Knunudeckue mposBIeHUS TUMEPKATBIUEMHH Y
JeTell HecTieUUUHBI BCIICACTBUE MMOPAKEHUS pas-
JIMYHBIX OPraHOB M CHUCTEM OpraHusma (Tadn. 2) u, B
OoJbIeil CTeneH!, 3aBUCST OT CTENEHH MOBBIIIEHUS
YPOBHS KaJlbliis KPOBHU. YMepEHHas TUIepKaJIbIie-
Mus (cM. puc. 1), Kak MpaBuiIo, MpoTeKaeT OeccuM-

Tabnuua 2 / Table 2
KnuHnyeckue nposisBneHus runepkasabumemMmm

y oerten

Clinical manifestations of hypercalcemia in children

HepsHasa cuctema

CnyTaHHOCTb CO3HaHUs
MoBbILLEHHAS YTOMISEMOCTb
Ctynop/koma

KocTtHo- MbiLweyHas runoToHns

MblLLIEYHas Bonwn B kOCTSIX

cucrtema OcTeoneHunsi/ocTeonopos
AHOpekcus, TOWHOTA, pBOTa

Kenypo4yHo- 3anop

KMLWEYHbIV TpakT | MNaHkpeaTuT

A3BeHHasi 6051e3Hb Xxenyaka

CepaeyHo-
cocyaucTas
cuctema

YkopoueHune nHtepeana QT
Bpaavkapguvs
ApTepuanbHasa runepTeH3ns

Monnypus

MNonupuncusa

Yponutnas

HedpokanbunHos

OcTpoe 1 XpoHMyeckoe NoyYyeyHoe no-
BpexXaeHne

Moukmn

TITOMHO ¥ MOYKET OBITh CIydalHOW OMOXHMHUECKOM
Haxonkoil [13]. BrIpakeHHas THIEPKATBITHEMIS
MOYKET COTPOBOXKIATHCS TOBBIMIEHHONW yTOMIISIEMO-
CTBIO, CHIDKEHHEM aNTeTHUTa, BIJIOTH /0 aHOPEKCHH,
3a/IepPKKOH (PM3UYECKOTO M TICUXOMOTOPHOTO Pa3BH-
THS Ha TIEPBOM TOJTY KH3HH, CHIDKEHHUEM KOHIICHTpa-
MY BHUMaHUS y JeTeil Ooliee crapiiero Bo3pacra,
PBOTOM, Jeruaparaiuei, noanypuen, moauanncuen,

Mmnepkanbuuemms

!

| MapaTtropmoH |

CHMXKeH |

Hopma/nosbiweH

!

MeTabonuTbl BUTammHa D
[25(0OH)D, 1,25(0H)D, 25,24(0OH)D]

J

| JKCKpeuma KanbLmsa C MOYOW |

MoBbiwWweH |

Hopma
MosBbiweH Hopma
l . . CemeliHasn
MepBUYHbIN/TPETUYHDBIN
- MHTOKCMKauuA ButammHom D Onyxonb rmnepnapaTMpeovansm rvnokansLypuieckan
- Uanonatuyeckas nHdaHTUAbHAA rMnepkanbumemma
runepkanbumemmsa, Tun 1-2 Hert Aa
- HacneactBeHHbIN l l
runopochaTteMmyecKknin paxmuTt
C runepkanbunypuen CuHApoManbHasa Onyxonb
CMMNTOMATUKA onocpegoBaHHas
rmnepkasbunemma
Het Aa
| l
- MHTOKCMKaumMAa BUTaMMHOM A - lmneptnpeonansm - CuHapom Bunbmca
- Tepanua TMasngHbIMM ANypeTUKaMm - Tunodocdarasuma - MeTtadusapHasn
- HapnoyeyHnKoBaa HeAOCTAaTOYHOCTb - Capkonpos XoHApoamucnnasma AHceHa
- Ummobununsaumsa

PucyHok 3. AnddepeHumanbHo-AMarHoCTUYEeCKUIA anropuTMm runepkansumemun [14].
Figure 3. The differential diagnostics algorithm of hypercalcemia [14].
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3aropoM. Kputnueckas TunepkaiblueMusi, Kpome
BBIIICNIEPEUHCICHHON CHUMIITOMAaTUKH, MOXET IpO-
TEeKaTh C TAKEION apuUTMHUEHN, yrpokaemou Mo pas-
BUTHIO OCTPBIX CEPJIEYHO-COCYIUCTBIX OCIIOKHEHUH,
a TarKKe HapymeHneM (QYHKIUH IIEeHTPaIbHOW HEepB-
HOM CHCTEMBI C Pa3BUTHEM CTYNOPA, KOMBI, JIETaIb-
HBIX ucxomoB [3, 13].

HuddepennmanbHO-TMarHoCcTHIeCKAH IIOUCK
MIPUYUH Pa3BUTHA THIEPKATbIIMEMUHN B KaXK/IOM KOH-
KpETHOM ClTy4ae MpescTaBisteT coboil KkpaifHe clIox-
HBI U KPOIOTJIMBBIA MPOLIECC B CBSA3U C IIUPOKUM
CIEKTPOM COCTOSHUHN, MPOTEKAIOIINX C OBBIIICHUEM
KaJIbIMs KpOBU. B OCHOBE Ipe/iIoKeHHBIX B HACTOSI-
mee BpeMs U depeHInaIbHO-IUArHOCTHYECKIX
aJTOPUTMOB, Hapsly C ONpeeTIeHHEeM YPOBHS Kallb-
M KpoBH, JexuT onpenenenue [ITI qis Beimene-
Hua IITI-3aBucumeix u IITT-He3aBUCHMBIX TIpymIl
3aboneBanwmii (puc. 3) [14].

T'unepkanvyuemun, accouuupoBaAnnan ¢ No6vl-
WIEeHHDbIM YPOBHEM NAPAMZOPMOHA

IlepBuuHbBIi rUnepnapaTupeo3 sBIAETCA NpPU-
YUHOW THUNEpKAIBIIMEMUN MeHee 4eM y 1% nerei.
ApronomHas cekpeuns I1TT" moxxeT ObITH CBsi3aHa ¢
runepiuiasueit (10-15 %), anenomoii (80 %) unu xap-
umHOoMOH (<1 %) mapamuToBUAHBIX kene3. KiuHu-
yeckash KapTHHa, KpoMe OO0Iel CHMMITOMAaTHUKH, Xa-
PaKTEpHOU JUIsl yMEPEHHOMN WM BBIPAKEHHOM rumnep-
KaJIbIIUEMHH, MOJKET OBITh MpeICTaBIeHa CKEIETHBI-
MU TIPOSBJICHUSAMHU B BHUIE JAedopManuii TpyOUaThix
KOCTEH, OCTEONEHUH, MaTOJOTHYECKUX IEepEeIOMOB.

IToBbiuennbi ypoBenp IITIT Taxke unayunupyer
pasBUTHE THIIEPXJIIOPEMHYECKOTO METabOIHMUECKOTO
any103a U CHIDKEHHE MaKCUMallbHOM peadcopouun
docdopa ¢ mouoii (Tadm. 3) [15].

TpeTnunslii rUNepnapaTupeo3 MOXET OBITH
pe3ysbTaToM HE JIEYCHHOTO BTOPUYHOTO THIIepIia-
parupeosa, rnepcuctupylonmeir runepdocdare-
MUH Yy MAlMCHTOB ¢ XPOHHYECKOH MOYeqHOU Heo-
CTaTOYHOCTBIO, PeXke HaONIoaeTcsl y TalueHTOB ¢
X-CIIETUIEHHBIM  THITOQOCHATEMUIECKAM  PaXUTOM
Ha Teparnuu npenaparamu Gpocdopa BCIASACTBUC JITH-
TEJILHOW CTUMYIISILIUY MapaliuTOBUIHON KeJe3bl MO~
BTOPHBIMH 3MMH30J]aMH TUTIOKaJIbItueMuu [17].

CemeiiHasi rUNOKAJNbIUypHYecKass THIEp-
KaJIbIIMeMUs SBISICTCS PEIIKUM F'eHETHYECKUM 3a00-
JIeBaHUEM C ayTOCOMHO-JIOMUHAHTHBIM THUIIOM HacJIe-
noBaHus. B HacTosiee BpeMst BEIICISIOT 3 THIIA: THIT
1 (OMIM 145980) (65 %) oOycioBI€H UHAKTUBUPY-
I0IIe MyTalue B reHe KajablUW-4yBCTBUTEIHHOTO
perienitopa (CASR), KOTOPBIH CIEIUIEH C TyaHWUH-
HYKJICOTH] CBsi3bIBatomuM OenkoMm (G-0emok) u
nepenaeT CUTHaNbBI 4yepe3 cyObequuuily anbda 11
G-6enka; Tun 2 (OMIM 145981) cBszan ¢ myTaiu-
el B rene cyObenuHuIb! anbda 11 G-6enxa (GNAII);
tunt 3 (OMIM 600740) accormupoBan ¢ MyTaluei
CyOBEIUHMIIBI CcUTMa-1 ajanrep-cBsI3aHHOTO Oel-
KoBOro Komruiekca 2 (4P2S1), xotopast IpUBOIUT K
HApYIICHUIO DHJIOLUTO32 KaJIbIUI-TyBCTBUTEILHBIX
penienitopoB [18-20]. KanbIuii-4yBCTBUTENIBHBIN pe-
HENTOp KCIPECCUPYETCS BO MHOTHX TKAHSIX, BKIIIO-

Tabnuua 3 / Table 3

AnddepeHumnanbHbIv ANarH03 runepkanbuneMvv y AeTen,
mogudukauusa S. Skalova n coaBT. [16]

Differential diagnosis of hypercalcemia in children, modification of S. Skalova et al. [16]

3abonesaHve MpuynHa Ca P nTr |[250OH)D | 1,25(CH)D |Ca/Cr |P/Cr
rMHIﬁaHTMﬂbHaﬂ rmnepkanbLmemus, CYP24A1 N N ! N/t N/t N N
rMHI_?)ZaHTVIJ'IbHaﬂ rvnepkanbLMemMns, | o ~a 44 N N/ ! N/t N/t N/t N
HaCHEFCTBeHHbIM FMI'qu)OC(baTeMVI: SLC34A3 1 ! | N N/t 1 '
YECKUI paxuT C runepkarnbLmypuei
CwuHgpom Bunbmca neneuus ydactka Hr7 115% [N/t l N N/t 130% [N
HeoHaTanbHbIl runepnapatpeo3 | CARS roMo3urotHas i l il N/ il il N/t
CewmeiiHasa runokanbumypudeckas | CARS N/ N/ N/t N 1 I N/t
runepkanbunemmns reTepo3nroTHas
MeTtadmsapHas
XoHapoaucnnasns AHceHa PTHR 1 l N N T 1 t
MepBWYHbIN rMNepnapaTnpeos tcekpeuns MNTI il l i N i i i
MmnepsutammHos D Bbicokue gosbl ButamuHa D | 1 1 l i N T 1
AamnoHekpo3s tnpoayKums kanbuutpuona | 1 1 ! N 1 1 1
IpaHynemaTo3Hble 3aboneBaHns | 1 Npodykums kanbumTpuona |1 1 ! N 1 1 1

o lymoparnbHble 1 ocTeonuTu-
OnyxoneBhbI NpoLecc JECKME OnyXoni 1 mn l N s N/t 1
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yasi TapaimuTOBUIHBIE JKENe3bl, IMOYKH, KOCTHBIN
MO3I, OCTEOKJIACThl, 0CTe00aacTbl, C-KJIETKH IMIUTO-
BUJIHOM JKelle3bl, TaCTPUH-TIPOAYIIHPYIONINE KIETKH
JKeNyaKa, KHIIEYHHKa, HEKOTOpble 00JaCTH TOJIOBHO-
ro mMosra. MHakruBupytonme mytauuu B rene CASR
MIPUBOAST K U3MEHEHHUIO YyBCTBUTEIILHOCTH PEIIeTITO-
POB K KaJbIIHIO, YTO, B CBOIO OYEPEb, CIIOCOOCTBYET
HapyumeHuto cekpeuuu IITT ¢ pazBuTueM paznuyHoit
CTETIeHHU BBIPXEHHOCTH Tunepkanbimemud [21]. Ce-
MeHHas TUIOKAJIbIIMypUYecKasi TUIepKaIbIINeMUs B
OOJBIIMHCTBE CIy4yaeB MPOTEKAET C YMEPEHHOH TH-
MepKajgbIlueMueii, He TpeOyromeil MeTMKaMEHTO3HON
koppekuud, ITTT" 3HaUUTENbHO MOBBIIIEH IPUMEPHO
B 20% ciy4aeB, 4TO MOXKET OBITH CBSI3aHO C COIMYT-
CTBYIOIIUM JiepuuToM BUTaMiHa D, THITOKaNbIHY-
pus HaOmomaercs y GOJBIIMHCTBA MAIUEHTOB U SB-
nsiercst U depeHnanbHO-IHarHOCTHYSCKUM TIPH-
3HaKoM (cm. Tadm. 3) [19, 20, 22].

T'omosurorusie mytanuu B rene CASR npuBonst
K Pa3BUTHIO THAKEJIOr0 HEOHATAJIbHOIO0 TUIepna-
paTupeo3a C ayTOCOMHO-PELIECCUBHBIM THUIIOM Ha-
cinenoBauust (OMIM 239200). JanHoe 3aboneBanme
XapakTepuszyeTrcs TPaKTHUYeCKH IIOJHBIM OTCYT-
CcTBUEM (PYHKIIMOHATHHOW AaKTHUBHOCTH KaJIbIUii-
YYBCTBUTEJIBHOTO pELEnTopa Kak B KJIETKax Iapa-
LIUTOBUIHBIX JKeJie3, TaK U B JIPYTHX KJIETKax opra-
HU3Ma. DTO COMPOBOXKIAETCS BRIPAXKEHHON KIIMHNAYE-
CKOM CUMIITOMAaTUKOMW C MEPBBIX THEW dKU3HU B BUJIE
MBIIIEYHON THUIOTOHUH, PBOTHI, 33aJEPKKU (u3nde-
CKOTO M TICHXOMOTOPHOTO Pa3BHUTHUS, KPUTUUECKON
THIEepKaIblineMun, THrodocharemMun, rHIEprapa-
THUPEO03a, TUITOKAIBLINYPUH, IEMUHEPaTU3aIH KOCT-
HOU TKaHH, paXUTHICCKUX AchopMaruii (cM. Tadm. 3)
[23]. Ymanenue mapaniuTOBUIHBIX >KEJI€3 MPUBOIUT
K HOpMaJH3aluu JabopaTOpHbIX MoKa3areseil u co-
CTOSIHUS TTanuenTa [24].

T'unepkanvyuemusn, accoyuupo6anHas ¢ HU3-
KUM ypOGHEM NAPAmM2OPMOHA

l'unepkanpieMust B COYETaHUU CO CHHIKEHHEM
ypoBHs [ITT" TpeGyeT uccienoBanmst ypoBHS aKTUB-
HBIX MeTa0OJUTOB BUTaMHHA D B CHIBOPOTKE KPOBU
JUIS MCKJTIOUEHUS TUTepBUTaMuHO3a D, a Takxe co-
CTOSTHUH, POTEKAIONIUX C HapylIeHHeM MeTa0oIu3-
Ma BuTamuHa D u peabcopOiu hocdatos.

I'unepButamuuo3 D sBisercs Haubonee yacToi
[IPUYUHONW PpA3BUTHS THUIEPKAJIBIIMEMUN Y JEeTeH.
ITpuem BoICOKMX 103 BUTaMuHa D peGeHKOM UITH KOp-
MSAIIeH MaTepbio MPUBOIUT K MOBBIIIEHHOMY BCAChI-
BaHMIO Kb U pochaToB U3 KUIICUHUKA, PE30p0-
LMY KOCTHOW TKaHU C MOCIEAYIOINUM Pa3BUTHEM T'H-
nepkajipiueMud u runeppocdaremuu (cMm. Tadm. 3).
IIpu ocTpoli MHTOKCHKAIMU y peOeHKa HACTYyHaroT
pe3Koe CHIKEHHE amlleTHuTa, BIUIOTh 0 aHOPEKCHUH,

HapylIeHUe CHA, MOJUAWIICHUS, TMONNYpUs, YIOpHas
pBOTA, YepeoBaHue 3alI0POB C TOHOCAMH, CHUKEHHE
MAacChI T€J1a, BO3MOYKHO TOSIBIICHHE CyOheOpuinTeTa,
TaxuKapuH, Bo30YKJICHHsI, CMEHSIOIIEECs] 3aTOPMO-
JKEHHOCTBIO, CYIOPOXKHBIA CUHAPOM. [ unepkaibLue-
MU BCJICICTBUE TIpUEMa MaCJISTHBIX (OpPM BHUTaMU-
Ha D MoxeT coxpaHsAThCS OT 2 110 4 Hex mocie oT-
MEHBI Tperapara, TorJa Kak THIepKaJIbIueMus Ipu
npueme (opMm BUTamMuHa D ¢ KOPOTKUM MEPUOIOM
MOJTYBBIBEICHUS (KATBLIUTPUON WIH anb(akaiblu-
JTOJI) COXPaHSACTCS B TCUCHHE HECKOJIBKUX JHEH [25,
26]. IIpekpamenue npuema Butamuna D u coOmroze-
HUU JTUETHl C HU3KUM COJIep>KaHHEeM KaJIbIis ObIBa-
€T JIOCTaTOYHO JJIsi HOPMaJIHU3aIii YPOBHS KaJIbLIUsA
KpPOBH.

l'unepkanbiieMuss Mpu IPaHyaeMaTo3HbIX 3a-
doneBaHuAX (Kak MHOEKIIMOHHOHN, TaK U HE WH()EK-
[IMOHHOM TIPUPOJIBI), a TaK)Ke aJUNOHEKPOo3e HOBO-
POKAEHHBIX OOYCIIOBJIE€HA THIEPIPOILYKIIEH Kalb-
UTpUONIAa MakpodaraibHBIMUA KIIETKAMH, KOTOPHIC
AaBTOHOMHO CHHTE3UpPYIOT lo-ruapokcunasy [27, 28].
CreneHp BBIPAKEHHOCTH TUIEPKAIBLUEMUH MOXKET
BapbUpPOBAaTh OT YMEPEHHOW 1O KPUTHUYECKOH, YTO
oTpe/ieNisieT He0OXOMUMOCTh, KPOME JICUCHHsT OCHOB-
HOTO 3a00JIeBaHMs, HA3HAYEHUS CHUMIITOMAaTHYECKON
Teparuy AJs1 KOPPEKIIUHN TUIePKaIbIIeMUN.

Hnnonatuyeckass uHGaHTWIbHASA  THUIep-
kajgbuuemusi, Tun 1 (OMIM 143880) — penkoe
ayTOCOMHO-PEIIeCCUBHOE 3a00s1eBaHNEe, 00YCIOBIICH-
Hoe MyTanueid B reHe CYP24AI, OTBETCTBEHHOTO
3a cUHTE3 24-TUIPOKCHUIIA3bl, IPUHUMAIOIICH HETo-
CPEICTBEHHOE yJacTue B Ipoliecce Karaboian3ma BU-
tamuHa D. B cimywyae myranuii B rene CYP24A1 nipo-
MCXOIWUT HAKOIJICHHE B OpraHU3Me aKTUBHBIX (opMm
BUTaMuHa D, 4TO, B CBOIO OYepe/b, MPUBOIUT K yBe-
JTUYCHUIO KHUIIICYHOW aOCcOpOIMU Kablus, pe3opo-
UM KOCTHOM TKaHU, cHUKeHuto ypoBHs IITI u, kak
CJIEJICTBHE, MOBBIIICHUIO YKCKPELNH KaJbIHS C MO-
4o 3a cuet cHmxkenHoi [1TI-3aBucumoit peabcopo-
MU KaJBIUS B AUCTAJIHLHOM OT/eNne HedpoHa ¢ paz-
BUTHEM He(POKAIBIIMHO3a, ypoinuTHaza (cM. TaoIl.
3). l'unepkanpiiuemMust ¥ COMyTCTBYIOIIAST €i KIMHU-
YyecKasi CHMIITOMATHKA B BUJIE OTCTaBaHHS B (pH3HUe-
CKOM U TICHXOMOTOPHOM Pa3BUTHHU, PBOTHIL, IETUIPA-
Tallid, HEBPOJIOTMYECKOH CHMIITOMAaTHKH Hambosee
BBIpaXXEHbI Ha MIEpBOM roay xu3Hu. HeobxomumocTts
TEpareBTUUECKOW KOPPEKIHMH THUMNepKaJbIIMeMUN
HaMpsSMYIO 3aBHCHUT OT CTETIEHH €€ BBIPAKEHHOCTH,
PEKOMEHIOBAHO HCKIIIOYEHHE WHCOJSAINH U COOIIo-
JICHHE TUEThl C HU3KUM YPOBHEM KaJIbIMs U BUTAMU-
Ha D [29, 30].

HNnnonatuyeckasi HHPAHTUIbHAS THIEPKAJIb-
muemusi, Tun 2 (OMIM 616963) — ayrocoMmHO-
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perieccuBHOE 3a00JeBaHUE, AacCOIMMPOBAHHOE C
MyTanusaMu B rene SLC34A43, xonupyromero HaTpuii-
(dhocdopubiii ko-tpancnoprep NaPi-lla [31]. B ot-
JMYUE OT UMONATHYECKON THIIEpKAIBIIUEMUN THIT |
MIPU TAHHOM COCTOSTHHY Pa3BUTHE THUIIEPKABIIHEMUH
00yCJIOBJICHO HapylieHreM peabcopOuuu docharon
B IPOKCHMAJBHOM OTAele HedpoHa C pa3BUTHEM
runodochareMurt ¥ CHW)KEHHEM YpoBHs (akTopa
pocra ¢ubpodmacro 23 (FGF23), koropbie oka-
3BIBAIOT CTUMYIUpYIOIICE BIUSHHE HA aKTHBHOCTb
lo-TuapoKCHIIa3bl ¢ TMOBBIINICHHEM CHHTE3a aKTHB-
HBIX ¢opM BHTamMHHA D, a Takke MHrHOMpyrolee
BIUSHUE HAa AaKTUBHOCTH 24-THIPOKCHIIA3BI, ydYa-
CTBYIOILICH B JIerpafalliil aKTUBHBIX METAaO0OIHTOB
ButamuHa D. Bce BrilenepeuncieHHoe crnoco0CcTBy-
et ysenuuenuto yposus 1,25(0OH),D B cwiBopoTKe
KPOBH C TIOCJICAYIOIIMM MOBBIIICHHEM KHIIECYHOM
a0CcopOIMy KamblUs, pa3BUTHEM TUIIEPKATIBIIUECMUH,
cHmxenrem yposHs IITI, runepkaneunypueid, He-
dbpoxanpmHO30M (cM. Tabm. 3) [31, 32]. IlockombpKy
KIIMHUYECKas KapTHHA Y MAleHTOB C MYTAIMsSIMHU B
rerax SLC34A1 n CYP24A] npakTH4ecKu WACHTUY-
Ha, B Ka4eCTBE TUArHOCTHYECKOTO KPUTEpHUsl He00XO0-
JIUMO OIICHHBaTh MeTab0u3M (ochaToB ¢ pacueToM
MaKCUMaJIbHOM peabcopOiuu (GocharoB ¢ MOYOM.
ITomumo cobmroneHust UETHl C HU3KUM COJIEPKaHU-
eM KaJblius ¥ BUTaMuHa D, He0OX0MMo Ha3HaueHHe
npenaparoB ¢ocdopa s KOppeKInun Metadboau3ma
docdaroB, HOpManM3aNUK BUTaMHUHA D W KalbIus
kpoBu [31].

HacnencrBeHHbIH runogocharemuyeckuii
paxuT ¢ runepkajibumypueii (OMIM 241530) —
penkoe ayTOCOMHO-pellecCCHBHOE 3a0ojeBaHue, ac-
COLIMMPOBAaHHOE C HapylleHWeM (QYHKIUH HaTpUii-
(dhocdopuoro xo-rpancnoprepa NaPi-llc BenencTsue
myranueii B rene SLC34A43. NaPi-Ilc nokanu3oBaH Ha
anMKaJIbHOW MOBEPXHOCTH MPOKCUMAJIBHOTO OTIelna
He(poHA M OTBETCTBEH 3a peabcopOiuio (ocdopa.
Hapyiienue peadcopbumu docdaroB crocodCcTByeT
pa3Butuio runodochareMuu, KOTopas, B CBOK OYe-
pellb, TIOCPEICTBOM CTHMYJIHUPYIOIIETO BIMSIHUS Ha
lo-ruapokcuiazy IpUBOJAMT K TOBBIIICHHOMY CHH-
te3y 1,25(OH),D u, Kak CIeACTBHE, K YBEIUYCHUIO
KHUIICYHOW a0COpOIMH KaJbIUsl, TUIIEPKATIBIIUEMHUH,
cHwkeHuro yposHs IITI, runepkanbiuypuu, KOCT-
HBIM nedopmarnusM U ocTeornoposy (cM. tabm. 3).
s neyenus runogdochareMUIecKOro paxura ¢ r'u-
MepKaJbLUypUEil JTOCTATOYHO HA3HAYEHUS TOJBKO
npenaparoB Gocdopa, 4To CrocoOCTBYET KOPPEKIIUU
BCEHl KIIMHUYECKOW cuMITOMAaTuKH [33, 34].

Cunapom Buabmca (OMIM 194050) -
ayTOCOMHO-TOMMHAHTHOE 3a0oJeBaHue, 0O0yCIIOB-
JIEHHOE Jerernuel ygactka xpomocoMbl 7ql11.23 ¢
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HapylIeHHeM CUHTe3a Oenka snacTuHa. KiuHude-
CKasg KapTHHA 3a00JIeBaHUs XapaKTePU3yeTCcsl MyJlb-
TUCHUCTEMHOCTBIO TOpAXCHMsI, BKIIOYasl JIHMIIEBBIC
U TJIa3HbIE aHOMAJINU (WIHIO 37b(ay), pa3inyHbe
Je(eKThl CepaeYHO-COCYIUCTON CUCTeMbI (HasKIa-
MaHHBII CTEHO3 a0PTHI | Jp.), ClieUpUUECKHE TICH-
XUYECKHEe U KOTHUTHUBHBIE PACCTPOIMCTBA — OT BBIpa-
JKEHHON YMCTBEHHOW OTCTAJIOCTH JI0 IOTPAHUYHOIO
COCTOSIHUSL C HOPMAaJbHBIM YPOBHEM HWHTEIJIEKTA.
YMepeHHas runepkanbiIueMust HablogaeTcss MeHee
YeM Y IOJIOBUHBI MMAIIMEHTOB B paHHEM BO3pacTe U
CaMOCTOSITETILHO KyNmupyeTcs: K 2—4 romgam, OJHaKO
MOYKET BCTpeuyaThCsi U B IMOJPOCTKOBOM BO3pacTe
[35]. I'mnep4yyBCTBUTENBHOCTh PELENTOPOB BHUTA-
MuHa D sBisieTcs HanGosnee BEpOSITHON MPUUHMHON
pa3BUTHS TUIEPKAIbIMEMUN TPU JAHHOM MarToio-
ruu [36].

I'unogocdarazus — BpOXKIECHHOE HapylICHHE
MeTaboIM3Ma KOCTHOW TKaHH, CBSI3aHHOE C MYTallu-
el B reHe TKaHecneuu(puIeckol menodnoit doceda-
Ta3sl ALPL. B 3aBUCHMOCTH OT BO3pacTa MOSBICHUS
MEPBBIX KIMHUYECKUX CHMIITOMOB BBIJCISIOT IIe-
pHUHATAIbHYI0, UHQAHTHIBHYIO, JIETCKYI0 M B3pOC-
nyto dopMmel 3a6oaeBanus (OMIM 241500, 241510,
146300) [37]. BeipaxxeHHast TUIIEPKATBIIUEMHUS MO-
JKeT HaOIIaThCs IPU MHPAHTUILHOH (hopMe THTIO-
docdarazuu [38]. Jdeduuur TranecneunupuIeckon
miesouHor Qocdarasbl HapylIaeT MUHEPATU3AIUI0
KOCTHOM TKaHU U MeTa0OJIU3M KaJIbIUs, YTO MPUBO-
JUT K Pa3BUTHIO THIEPKAIbIINEMUH, THIIEPKAIbLINY-
pun u HeppokadbIMHO3y. C BO3PacTOM BO3MOXKHO
CIIOHTAHHOE YNy4IlIeHHE COCTOAHMA. B HacTosIee
BpeMsi pa3paboTaHa IaTOreHETHUYeCKas (QepMEeHT-
3aMecTHTeNbHas Tepanusi achorazoil anbda, cro-
coOCTByIOII[asl TOJTHOMY KyITHPOBAHUIO KIMHUYECKON
cuMnToMaruku [39].

Metaduszapuas xoHapoaucniaasus, Tun Suce-
Ha (OMIM 156400) — 310 penkoe HaCJIEICTBEHHOE
3aboneBanne, 0OyCIOBICHHOE MYTalMsSIMH T'eHa pe-
uentopa IITI" PTHR I, akTUBUPYIOLTUMH 3TH peIier-
Topbl. KonupyeMsblil 3TUM I'eHOM HOJUNENTH]L IIPe-
CTaBisgeT coOON compsukeHHBINH ¢ G-0elIKoM TpaHc-
MeMOpaHHBIH perenTop, B3aMMOJEHCTBYIOIINHA Kak
¢ IITT, Tak u ¢ IITI -momo6ubIM mentuaoM. I enepu-
PYEMBIH pelenTopoM CUTHAJ TOPMO3UT MOCIETHIO0
cramuio TUGPEepeHINPOBKN XPSIIEBBIX KIETOK Ha
BakHeHeM aTame pocta xkocteh [40]. I[TocrostHHAs
aKTUBAIMsl PEIEeNTOPOB MPHUBOAUT K YCHIICHHIO pe-
30pOIMHM KOCTH, THIEPKAIbIINEMUH, TUIIEPKATIBIINY-
puu u nogasienuto cexperuu [ITT [41].

l'unepkanbipieMus npy runepBUTAMUHO3€e A 00-
yCIIOBJIEHA TIOBBIIIEHHOW pe30opOIell KOCTHON TKa-
HH, TaK KaK peTUHOEBast KUCIIOTAa aKTUBHPYET OCTEO-
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kyacThl. CHMITOMBI THIIEPBUTAMUHO3a BUTAMHUHA A
SMOIMOHAJIbHAS JTAOUILHOCTD, C1a00CTh, OOJIH B KH-
BOTE, KOCTAX U CyCTaBax, TOIIHOTA, PBOTA, MOBHIIIIE-
HUE TeMIeparypbl Tella, THIEPEMHUsT W/WITH TIOXKell-
TEHHE KOKH (HO CKIIEpHI Oembie), MIeIyIICHUE, 3/,
BEITIaJIcHHE BoJioc [42].

HNmmoOnau3anus conpspkeHa ¢ HapyluieHHeM pe-
MOJICIIUPOBAHMUS KOCTHOW TKaHH C MOBBIIIEHUEM pe-
30pOTUBHOM aKTUBHOCTH OCTEOKJIACTOB U Pa3BUTHEM
TUTICPKATBIIEMHIH, BTOPUYHBIM CHIDKCHUEM YPOBHS
ITTT" n xanpuMTpPUONA, TUIIEpKATBIIYpHEH [43].

l'nepkanpiuemMust BCIEICTBUE 3J10KaYeCTBEH-
HBIX 00pa3oBaHMii y [eTeil BCTpedaeTcss pEemKo.
OCHOBHBIMH ~MEXaHH3MaMHU DPa3BUTHS  OIYXOJIb-
WHAYUUPOBAHHON THUNEPKAJIbIMEMHUN SBIAIOTCA MH-
Ba3us OITyXOJIEBBIX KIJIETOK B KOCTHYIO TKaHb C aK-
THUBallUCH ee Pe3opOlnu; MEeCTPYKIUS OIYXOICBBIX
KJIETOK C BBICBOOOXKIECHHEM OCTEOKJIACTHYECKHUX
(bakTOpOB M aKTHBALMA HKTOMUYECKOH MPOAYKLIHHU
1,25(0H),D [44, 45].

Tepanusi TUNEpKaNblIUEMUN HANPSAMYIO 3aBHCUT
OT YpPOBHS KaJIbIIMS KPOBH, a TaK)Ke HAIMYMS WIH OT-
CYTCTBUS KJIMHMUYECKUX MpOsiBICHUN. B ciydae yme-
PEHHOM O6eCCHUMITTOMHOM TUIIepKaIblIUeMUN PEKOMEH-
JIOBAaHO Ha3HAUCHHME JUETHI C HU3KUM COAEpKaHHEeM
KaJblys ¥ BUTaMUHA D, ycuiieHHas peruparaius ¢
LIeJIBIO TIOBBIIIIEHUST 00BeMa IUPKYIIMPYIOIEil KPOBH.

BroipakeHHas runepKanblieMUsl NPH HaJHUuue
KJIIMHUYECKOM CUMITOMAaTUKU M, 0€3yCIOBHO, KpH-
TUYECKasl THIepKalbliueMusi TpeOyroT He3aMelsIH-
TENBHOTO Havajia TepaneBTUYECKUX MEpOTPHUSITHIA,
HalpaBJIeHHbIX Ha BOCIOJHEHHE 3KCTpaIesLIIoNsp-
HOro oObeMa ImyTeM BHyTpHuBeHHOTO BBeneHus 0,9 %
pactBopa NaCl moj KOHTpOJIEM YpPOBHSI KallbIHS H
HaTpus Kposu [45].

Hasnauenue memieBbIX AMYPETUKOB HaIpaBICHO
Ha TOBBIIIEHUE IKCKPELMHU KalblKs ¢ MOYOH 3a CUeT
OJOKMpPOBAaHMSA HATPHUI-KAJMEBBIX KaHAJIOB B BOC-
xomsme ety ['enne, ogHako, TpedyeT 0CTOPOKHO-
T'O MCIIOJIb30BaHMS Y TIALIMEHTOB C JIeTHIpaTanuei u/
WM OCTPBIM MOBpekaeHneM movek [11].

Bbudochonarsl, okxaspIBarOIIMEe HHTHOUPYOIEES
JefiCTBHE Ha aKTHBHOCTH OCTEOKJIACTOB, SIBJIAIOTCA
3G PEKTUBHBIM CPEICTBOM KOPPEKIIUU THUIECPKaIIb-
LIMEMUHU Pa3IMYHON ATHOJIOTMU. B cBsi3u ¢ Tem, 4To
OOJNBIIMHCTBO TAIIMEHTOB C BBIPAKEHHOW W KpH-
TUYECKOW THUINEpKAIbLIMEMUEH HMEIOT Pa3IUYHYIO0
CTETeHb OCTPOr0 MOYEYHOTO IOBPEXKACHHUSA, Tepa-
muto OudochonaTaMu peKOMEHIyeTcs HaunHATh B
MOJIOBUHHON 03¢, a cHmkenne CK® menee 30 mi/
mun/1,73 M2 aBasieTCs MPOTHBOTIOKA3aHUEM JUIs Te-
panmuu mpemapaTaMu JaHHOW rpynmbl. [To6ouHBIMU
s dexramu Tepanuu oudochoHaramu SBIsIETCS pas-

BUTHE THUIIEPTEPMUHN, TUMOKATIBIIUEMUH, MPOTCHHY-
pHrH HEPPOTUIECKOTO YPOBHS, OCTPOTO TYOYISIPHOTO
Hekpo3a [46].

O dexT KaIbIUTOHNHA B KOPPEKIMH THITEPKAITh-
[IUEMHUH OCHOBaH HA €ro WHTMOMPYIOIIEM BIMSHUU
Ha aKTHBHOCTH OCTEOKJIACTOB M KaHAJbILIEBYIO pead-
copbuuro kaneius. B ortmuune ot O6udocdonaros,
JIEHCTBUE KOTOPHIX OTCPOUYCHO Ha 24—48 u, Kamblu-
TOHHMH 00JalaeT He3aMeMTUTEeNbHBIM, OTHAKO KpaT-
KocpouHbIM 3 dekTom. [ToOouHBIe AEHCTBUSA Kalb-
[UTOHUHA BKJIIOYAIOT TOIIHOTY, MapecTe3uH, MecT-
HOE€ BOCIIAJICHNE, a TIPH JUINTEIILHOM HUCIIOJIb30BAHUN
BO3MOXKHO pa3BUTHE Taxupuaakcuu [47].

KopTtuxocteponsipl  MHTUOMPYIOT — aKTUBHOCTH
l o-TUPOKCHIIA3hl, B CBSI3U € 4eM 3(()EKTUBHBI B Jie-
YCHUU TUTICPKATIBIIUEMUH, UHIYITUPOBAHHOMN ITOBHI-
LICHHOW MpOXyKUMEH WM HapyLIEHHOW MHAKTHBA-
nuei kampiuTpuona [11, 47].

KeTtokonazoun, Tak ke Kak M KOPTUKOCTEPOUBI,
o0nagaeT MHTUOUPYIOMIKM BIMSHUEM Ha aKTUBHOCTh
l o-TUapOKCHIIa3bl, OHAKO TUTEIHHOE MTPUMEHEHUE
COTIPSIKEHO C BBICOKUM PHUCKOM DPa3BUTHSI MEYEHOU-
HOH M ToueyHOUW TokcuuHocTH [48]. B Hacrosiee
BpeMsl HET YETKUX PEKOMEH/IAIMi B OTHOIIEHUH J10-
3MPOBAHUS U JIIUTEILHOCTH TE€PAITNU KOPTUKOCTEPO-
UIaMH U KETOKOHA30JIOM.

Jlenocymad — uenoBedeckoe MOHOKJIOHAJIbHOE
aHTHUTENO, 00Ja1aeT NHIMOUPYIOIIUM IEHCTBUEM Ha
JIMTaHJ[ perenTopa akTHBaTopa siiepHOro Qakropa
karma B (RANKL) u, kak ciencraue, IOAaBISIFOIITIM
BIMSIHUEM Ha AaKTHBHOCTh OCTEOKJacToB. MoxkeT
OBITh HCIIONB30BaH B CIydYasiX, KOTJAa OTCYTCTBYET
a¢dekr ot tepanun Oudochonaramu. [1o0oUHBIMU
a¢hpekraMu Teparnuu MOTYT OBITh OCTCOHEKPO3 Ye-
JIIOCTH, BhIpa)KEHHAs THITOKaIbIineMus [49].

KanprumuMernkyn  oOafjaloT  MOTYTHPYIOIIUM
JICHCTBUEM Ha KaJbLUK-4yBCTBUTEIBHBIE pELEI-
TOpBI, BCJIEACTBHE HYEr0 CIIOCOOCTBYIOT CHUKEHHUIO
npoaykuuu IITT, yTo mpUBOIUT K KOPPEKLMU THIIEP-
KaJbIiieMuy. PeKkoMeHJ0BaHbl K MCIIOJIb30BaHUIO BO
BCEX CIyd4asX THIEpKalblIUeMuH, 00yCIOBIEHHON
noBbIeHHoM npoxykuueit IITT [50].

3akaouenne

1. DTHoNOTHSs pa3BUTHSI TUTICPKATBIIHEMIH UMEET
B3aMMOCBS3b C BO3PACTOM MAIlMEeHTOB.

2. B ocnoBe auddepeHaIbHOr0 1uarHosa 3a-
0oseBaHUH ¢ TUTIEPKATBIIUEMHEH JIEKHUT YPOBEHb I1a-
paTropMoHa, akTUBHBIX METa0OJIUTOB BUTaMHHa D.

3. PanHss BepuduKaius AuarHosa HEoOXoauma
JUISL CBOEBPEMEHHOT'0 yCTpaHEeHUs TIPUYHMH Pa3BUTHUSA
TUIepKaIblINeMUH, Ha3HAYSHHSI TaTOTeHEeTUYEeCKOM 1
CUMITOMAaTHYECKOM Tepanuu, KOPPEKIUH MUTAHUS U
00pasa KU3HH.
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OfbIT MPUMEHEHNA PUTYKCNMABA TP PESVICTEHTHOM
K TEPAMVIN GOKAJTIBHO-CEFTMEHTAPHOM TMOMEPYJTOCKJTEPO3E
Y B3POC/IbIX: CEPUA HABJTIIOOEHN N KPATKW OB30P JIUTEPATYPb

'Kacdenpa BHyTPEHHUX, NPOdeCCUoHanbHbix 60n1e3Helr 1 peemaTonornm, MHCTUTYT KIMHMYeCKoi MeamumnHbl M. H.B.Cknndocosckoro, MepBsbiit
MocCKOBCKMIA rocyAapCTBEHHbIN MeaULMHCKNIA yHBEPCUTET MMenn U.M. CeuveHoBa (CeueHoBckuin YHMBepcuTeT), Mockea, Poccus; 2otaenexHve
«NCKYCCTBEHHas noyka», KNMHuka Hedponorum, BHyTpeHHUX 1 npodeccroHanbHbix 6oneaHelt YKB Ne3, MNepsblii MOCKOBCKMIA FOCYAapCTBEHHbIN
MeauumMHckmii yHmepcuteT umenn N.M. CeuveHosa (CeveHoBCcknin YHnBepcuteT), Mockea, Poccus

PEDEPAT

Ctepouna-pe3ncTeHTHbIN PpokanbHO-CErMeHTapHbI rnomMepynocknepod (PCIrC) c HedpoTuyecknm cunagpomom (HC) ssns-
eTcsl nporpeccupyowmrm 3aboneBaHMeM NoYek ¢ ObICTPLIM Pa3BUTUEM TEPMUHASIBHOM NOYEYHOM HegocTaTo4yHOCTK (TIH).
B nocnegHue roapl NnpeanpruHMMaloTCs NonbITKM nevyeHns ctepoua-pe3ncteHTHoro @CIrC aHtu-CD20-MOHOKIOHAbHBIMM
aHTUTEenamMu, putykcumabom. B HacTosulee BpemMs onybankoBaHbl NNWb eOUHUYHbIE KNMHMYeckue HabnwoaeHus n ce-
puun, peaynbTaTbl KOTOPbLIX NPOTUBOPEUUNBLI. LIEJIbKO Hawero nccnenoBaHus Obi10 OLEHUTb 3PHEKTUBHOCTbL NPUMEHE-
HUA puTykcumaba y 60NbHbIX C PE3NCTEHTHBLIM K Tepanun GokanbHO-CErMeHTapHbIM rmomepynocknepo3om. MNALUEHTbI
Y METO/bI. B nccnepoBaHue BOWAM 6 naumMeHToB ¢ MOpdOnorniyeck noareepxaeHHsM anarHo3om ACIC. Kputepus-
MW BKJIOYEHUS Oblin Hannyine HC, pe3ncTeHTHOro K Tepanmn BbICOKMMU A03aMU KOPTUKOCTEPOUAOB U APYrMM CXeMam
NlevyeHns, BKJOYasa UMKIOCMOPUH A, TakponmMyc, MmkodeHonara Mmodpetun, umknopochamui, 1 NCKITOHEHNE BTOPUYHOMN
dopMbl 3aboneBaHus. NaymeHTaM NPoOBEAEH OANH KyPC NIeYeHns putykcumabom oT 2 A0 4 nHdysnii (cymmapHas fo3a co-
ctaBuna 1,0-2,0 r). JTabopaTopHble NnapamMeTpbl (CyTo4YHasa npoTenHypus, anbbymmH n pCKOCKD-EPI) aHanusnposanu oo
Ha3HavyeHunsa puTykcrumaba, a Takxke yepes 6 n 12 mec nocne 3aBeplieHns nevyenns. PE3YJ/IbTATHI. B peaynbtaTte Tepanum
y 0OHOro nauyeHTa AOCTUrHyTa YactuyHasa pemuccms @CIC, ctabunbHas GyHKLMS NOYEK COXpaHsnach B TedeHne 12 mec
HabnoaeHus. Y 4 n3 6 naumMeHToB Habno4anoch AanbHenwee nporpeccuposaHue ¢ pa3sutnem TINH B cpokn ot 1 oo 3 nerT,
HECMOTPS Ha YMeHbLUEHME BbipaxeHHoCTH HC yepes 12 Mec nocne BBeAeHUS puTykcumata. Y 0HOro naumeHTa coxpa-
HAnca HC npexHei BblpaXeHHOCTN B Te4eHMe 6 Mec noce BBEAEHUS pUTykcrumaba, 3Ha4MOM NONOXUTENIbHOM OVHAMUNKA
CO CTOPOHbI NPOTENHYPUU N BENKOB CbIBOPOTKN KPOBU HEe oTMeydeHo. SAKJ/TIOYEHUE. Takum 06pas3omM, Mbl HE BbISIBUN
3HauYMmMmoro apdekTa putykcumada y 60sbHbIX C Pe3NCTEHTHBLIM K Tepanum PCIC. OgHako, yunTbiBas 3dpdeKTMBHOCTb Npu-
MeHeHus npenapaTa NpubAU3NTENbHO Y NOMOBUHBLI 60MbHbIX PCIC No AaHHbIM NUTEpPaTypbl, HEOOXOAUMbI AanbHelwme
MPOCMNEKTUBHbIE KIIMHNYECKUE UCCEeN0BaHNS.
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EXPERIENCE OF APPLICATION OF RITUXIMAB WITH RESISTANT
FOCAL-SEGMENTAL GLOMERULOSCLEROSIS IN ADULTS: A SERIES OF
OBSERVATIONS AND A BRIEF REVIEW OF LITERATURE
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ABSTRACT

Steroid-resistant focal-segmental glomerulosclerosis (FSGS) with nephrotic syndrome (NS) is a progressive kidney disease
with the rapid development of end-stage renal failure (ESRD). In recent years, attempts have been made to treat steroid-
resistant FSHS with anti-CD20 monoclonal antibodies, rituximab. Currently, only a few clinical case reports and series with
contradictory results have been published. THE AIM of our study was to evaluate the effect of rituximab in patients with resistant
to the therapy focal segmental glomerulosclerosis. MATERIALS AND METHODS: The study included 6 patients with confirmed
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diagnosis of FSGS. The inclusion criteria were the presence of steroid-resistant NS or to the other treatment regimens, includ-
ing cyclosporin A, tacrolimus, mycophenolate mofetil, cyclophosphamide, and exclusion criteria were the secondary form of
the disease. Patients were treated with one course of rituximab — 2 to 4 infusions (the total dose was 1.0-2.0 g). Laboratory
parameters (daily proteinuria, aloumin and eGFR CKD-EPI) were analyzed before rituximab, as well as 6 and 12 months after
treatment. RESULTS: A partial remission of FSGS was achieved in one patient, stable renal function was maintained for 12
months follow-up. In 4 out of 6 patients, progression of the disease was observed with the development of ESRD in the period
from 1 to 3 years, despite a decrease in the severity of NS. In one patient, the NS of the same severity persisted for 6 months
after the treatment; no positive dynamics in proteinuria or serum proteins were observed. CONCLUSION: Thus, we did not
show a significant effect of rituximab in patients with steroid-resistant FSGS. However, according to the literature the effect of
rituximab has been achieved in approximately half of steroid-resistant FSGS cases, therefore further prospective clinical trials
are needed.

Keywords: focal segmental glomerulosclerosis, nephrotic syndrome, rituximab
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BBEAEHUE

Crepoun-pesucrentueiii ®CI'C ¢ nedporuue-
CKUM CHHJIPOMOM SIBIISIETCS HPOrPECCUPYIOLINM
3a00JIeBaHMEM IIOYEK C PAa3BUTUEM TEPMHHAIBHOM
[MOYEYHOM HEIOCTaTOUHOCTH B KOPOTKHE CPOKH, OCO-
OCHHO NMpH COXPaHEHUH HEPPOTUUECKOrO CHHIPOMA
[1, 2]. Tak, nepcucTupoBaHUE MaCCUBHOM IIPOTEUHY-
puu 6onee 10 r/cyT, Kak mpaBuUIIO, IPUBOIMT K yTpare
(hyHkmu ovyex B redenue S jet [3]. B To xe Bpems,
CHIKeHUe npotennypun meree 0,3 r/cyT u coxpaHe-
HUe cTabnIbHON (DYHKLMH [TOYEK B pe3ysibTaTe Tepa-
mun 'y 6onbpHbIX @CI'C sBnsitoTcs Haubosnee BasKHbI-
MU [PEAUKTOpPaMHU MOYEYHOUM BbIKMBaeMOCTHU [3—6].
HepannomusupoBaHHble PETPOCIIEKTHBHBIE HCCIIE-
JOBAaHHS MPOAEMOHCTPUPOBAIN PA3TUYHYIO YACTOTY
JOCTHXeHUs noiaHou pemuccuu ot 40 go 80% mnpu
nedenuu Beex ¢opm OCI'C [3, 4, 7-10]. Cpenu mna-
LMEHTOB, MOJYYalOUX JICYCHUE, OTBET yIaeTcs IOo-
JYYHUTh B CPEIHEM Y TIOJIOBHHBI OOJBHBIX C THCTOJIO-
FMYECKUM BapHaHToM tip lesion u tonbko y 24 % c
KoJutancupyouei nedpponarueii [9]. 5- u 10-netHss
[0YeYHasi BBKUBAEMOCTh CPEAM OTBETHBILUX Ha Jie-
yenue cocrasisieT 100 % mo cpaBHeHuto ¢ 6540 %
CpeIy MalueHTOB C PE3UCTEHTHBIM K T€paruu Tede-
HueM 3aboneBanus [10]. OnHako JiedeHHe CTePOU -
pesuctentHbix Gopm HC ocraercss Gomnbiioil mpo-
0JeMOM, TaK KaK OTBET Ha LIMTOCTATUKU COCTABIISIET
npuOnusurenabuo 18-22% [11]. Uuruburops! kaib-
UUMHEHpUHA SBISIIOTCA XOpOLIEH albTepHATUBON
JCYCHHUIO CTEepouAaMu B MHAYKIMHM pemuccuu HC
(oxono 57-69 %) [12, 13], HO oOnmanaroT HEHPOTOK-
CHUYHOCTBIO NPH JUTMTEIHLHOM IMpHMEHEHHH. Brico-
KM€ J103bl CTEpOMIOB, MHUKO(peHoJaTa MO(pEeTHII U
ANKWINPYIONIME LHUTOCTATUKUA HE MMEIOT OOJBIINX
MPEUMYILECTB B JICUCHUU CTEPOMI-PE3UCTEHTHBIX

dbopm DCI'C BcirencTBue HU3KOH A(P(EKTHBHOCTH
[14].

Mexaam3mel pa3Butus nepsuaHoro ®CI'C  no
KOHIIAa HE W3BECTHBI, TPAAWIUOHHO (DOKYCHPYIOTCS
Ha HapymieHnd (QyHKOUU T-KIeTOK, OIHAKO TOSB-
JISIOTCSL yKa3aHWs Ha BO3MOXKHYIO poiib B-kieTok u
MUPKYIUPYIOMHX «(PaKTOPOB MPOHUIIAEMOCTH» B T1a-
toreneze ®CI'C [15, 16]. B mocieqaue romasr mpen-
npuHUMarOTCs TonbITKY JieueHnst PCI'C purykcnma-
o6oM — xuMepHBIMH aHTH-CD20-MOHOKIOHATEHBEIMHU
aHTHUTEJIAMH, TIPUMEHEHHE KOTOPBIX B TEPBYIO OYe-
penb 0100peHO /IS UCTIOIB30BAHUS TIPY HEXOJKKUH-
cKkoil muMboMe, XpOHUIECKOM JIMMQOJIeiiko3e, peB-
MaTOMIHOM apTpHTE, a TaKKe MPHU TPaHyJIeMaTo3e C
MOJTMAHTUUTOM U MHUKPOCKOMUYECKOM TTOJTMAaHTHHTE
[17]. Tounsrii MexanusM, Oiarogapsi KOTOPOMY pH-
TyKcuMal oka3biBaeT 3(PQeKT y marreHToB ¢ Hepo-
TUYECKUM CHHIPOMOM, HESCEH, HO IPEAIoararoT
BIIMSIHAE PUTYyKCHMada Ha PerynaTopHbie T-KiieTku
[18, 19]. C 2009 rona omyOIMKOBaHBI TPOTHBOPEUH-
BbIe PE3ybTaThl MCIIONB30BaHU pUTyKCcuMaba mpu
crepoun-pe3ucteHTHOM DOCI'C [20-22]. MBI MpuBO-
JTUM COOCTBEHHBIE PE3YNIbTaThl MPUMEHEHHS PUTYK-
crMaba y 3TOM KaTeropuu OOJIbHBIX.

llenpro Hamiero wucciiefoBaHus OBUIO OIICHUTH
5pPEeKTUBHOCTh TPUMEHEHHs pHUTyKCHMada y
OONMBHBIX C PE3UCTEHTHBIM K Tepamuu (POKaIbHO-
CErMeHTapHBIM ITIOMEPYIOCKIEPO30M.

NMAUMEHTbBI U METOAbI

B nccnenoBanue Bonum 6 marueHToB ¢ MOPQOIIO0-
THYECKH MOATBep ) AcHHBIM nuarao3zoM OCI'C. Kpu-
TEepUSIMH BKJIFOUEHHSI OBUTH: HaJTMare He(hpOTHIECKO-
TO CHHJIpOMA, PE3UCTEHTHOTO K TE€palny BHICOKHMU
JI03aMH KOPTHUKOCTEPOHUIOB M JPYTUM CXeMaM Jiede-
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HUS, BKJIIOYAsT ITUKIOCTIOPUH A, TaKpOJIUMYC, MHKO-
(enonara Mmoderui, nukiaodochamus, UCKIOUCHNE
BTOpHYHOW (HOpMBI 3a00JICBaHUS, OTCYTCTBUE CH-
CTEMHBIX 3a00JICBaHHUI U UHPEKIUI, KOTOPHIC MOTIIN
OBl ABJISITHCS TPUUMHON HE(HPOTHUECKOTO CHHAPOMA.
Pe3ucTeHTHOCTH K CcTEeponaM KOHCTATHPOBAIU MPHU
oTCyTCTBUHU 3(PdeKTa MpH MPUMEHESHUH BBICOKHX J103
[13 1mr/kr/cyT He MeHee 16 Hea. Y BceX MalUeHTOB
OIIEHUBAJIM T10JI, BO3PACT, HATMYHME apTepUaAIbHOM TH-
[IEPTEH3UH, YPOBEHb CYTOYHOM ITPOTECHHYPHH, aTTH0Y-
MHUHA CBIBOPOTKH KpoBH, pPCK® . - ¥ IPOBOIUMYO
WMMYHOCYTIPECCUBHYIO TEPAIHIO 10 HA3HAYCHHS PHU-
Tykcumaba. B Ouonrarax mo4yeKk ONpeaesisiin KOJu-
YeCTBO MOJTHOCTHIO CKIIEPO3UPOBAHHBIX KITYOOUKOB U
BBIPQXKEHHOCTh TYOYJIO-HHTEPCTUIIMAIBLHOIO (PUOPO-
3a: MEUHIMaTBHBIN — 710 10 %, ymepennsii — ot 10 mo
25 %, Tsokenwlii — Oosiee 25% TUTOMAAM UHTEPCTH-
nus. [lanimenTaM MpoBeNeH ONWH Kypc JICUCHHSI pHU-
TYKCUMaOOM. 4 U3 6 MalueHToB NMoiay4Ywin 4 uHoy-
3UM pUTYKCHMaba eXeHeJeIbHO B CYMMapHOi J03e
2 1, nanmenTty Ne3 npoBezieHo 2 HHPY3UH pUTYKCHMA-
6a B cymmapHoii 1o3e 1 1, marmentke Ned mpoBeeHo
3 undy3un, cymmapro 1,5 r nmpemnapara (tadi. 1).
JlaGoparopHbie mapaMeTpbl (CyTO4YHasi TPOTEHHY-
pusi, abOYMUH U KPEaTHHUH ChIBOPOTKU, pCKD ., )
aHaTM3UPOBAJIH JI0 Ha3HAYCHHsI pUTyKcuMala, a Tak-
e gepes 6 u 12 Mec mociie 3aBepiieHus Kypea jeue-
Husg. Y 2 manmeHToB oneHuBanu koirmyectso CD20
B-nmumdonunToB uepes 3 Mec nocie 3aBepiieHus Kyp-

ca JiedeHus puTykcuMadoMm. CTaTUCTHICCKUN aHAIA3
JIAHHBIX MPOBOIMIM C MPUMEHEHUEM MPOTrPaMMHBIX
nakeToB STATISTICA 10,0. OuenuBanu Menuany u
WHTEPKBAPTHIILHBIN pa3Max.

CTaTUCTUYECKUH aHajdU3 TONYYCHHBIX JaHHBIX
MIPOBOJIUIIN C UCTIOIB30BaHNUEM OOIICTIPUHSITHIX Iapa-
METPUYECKUX U HEeMapaMeTPUISCKUX MeTo0B. [Tpu-
MEHSUIA CTaHIAapTHBIC METOJIbI ONUCATEeILHON CTaTH-
cTukd. LleHTpanabHble TEHACHIMU MPH HOPMAJIbLHOM
pacnpeescHUN MPU3HaKa OILICHUBAIM 110 MEAMAHE U
HHTEPKBAPTHILHOMY pa3maxy. HyseByro cratuctu-
YEeCKYIO FHIO0Te3y 00 OTCYTCTBUU pa3inyuuil U CBA3EH
orBepranu npu p<0,05. Jis1 pacyeToB MCHOIB30BA-
JIM TIAKeT TPHUKIAJHBIX CTAaTHCTHYCCKUX IMPOrpaMM
«Statistica Ver. 10.0» («StatSoft, Inc.», CILIA).

PE3YJIbTATbI

B uccrnenoanne Bonuy 4 My KUYUHBI U 2 KCHIIH-
HBI B Bo3pacTe oT 20 g0 60 net (Menuana 40 [24—46]
JIeT) ¢ MOP(OJIIOTUYESCKHU MOATBEPKICHHBIM JTHATrHO-
3om OCI'C. [To pesynbraram MOp(OIOTHUECKOTo HC-
CJICIOBAHHUS TPOLIECHT MOJHOCTHIO CKIICPO3MPOBAH-
HBIX KITyOOuKoB B 6rontatax coctaBui oT 0 10 27 %.
TyOynouHTepcTULIMATBHBIN (HUOPO3 OBLIT MUHUMAJIb-
HbIM y | manueHTa, yMEpeHHBIM — B 2 CIIydasx, BbI-
pakeHHBIM — B 3 ciyyasx.

Jlo Ha3Ha4yeHHUs PUTYKCMMala MPHUMEHSIM pa3-
JIMYHBIC CXEMbl HMMYHOCYIPECCUBHON Tepanuu 0e3
a¢pdekra. Bee manueHThl MOTyYaad TPETHH30JIOH

Tabnuua 1/ Table 1

XapakTepucTuka naumeHTOB CO cTepoua-pe3ncTeHTHbiM PCIC
Characteristic of the study subjects

MauuenTsbl |Mon, Bo3- | Tepanusa KonnyectBo nHoy- | Nokasarenn o RTX Yepes Yepes
pact (net) |mo RTX 3uii (go3a) RTX 6 mec 12 mec
Ne1 X, 20 rKC 4 (500 Mr x4 =2r) |MNpoTenHypwus, r/cyt 18 10 5,7
LicA AnbOYMUH, /N 14 22 26,2
ﬁm) CKD, mn/mnr/1,73 W |66 62 59
Ne2 M,35 FKC 4 (500 mMr x4 =2r) |MNpoTenHypus, r/cyT 3 8,4 8,3
LicA AnbBYMUH, r/n 24 29 30,6
L®A CK®, mn/MnH/1,73 m? 78 65 75
Ne3 M, 24 rKC 2 (500 mrx2=1r) |MpoTeuHypus, r/cyTt 12,18 10,5 2,56
LicA AnbOyMUH, /N 19 22,2 35,2
%G: CKD, mn/mnr/1,7 3w 106 43 12
Ne4 X,46 rKC 3 (500 mrx3=1,5r) | MNpoTenHypwus, r/cyTt 22 11 11
LicA AnbBYMUH, /N 19,8 17 18
MMd CKD, mn/muk/1,73 W2 62 10 12
Ne5 M,45 rKC 4 (500 mMr x4 =2r) |MNpoTenHypus, r/cyT 11 12 6,2
LicA, Takponumyc AnbOYMUH, r/n 28 24 23,8
kl/l‘m) CKD, mn/mir/1,73 W2 87 18 13
Ne6 M,60 rKC 4 (500 Mr x4 =2r) |MNpoTenHypwus, r/cyt 4,95 3,9 -
LicA AnbBYMUH, r/n 24 25 -
I\LL/ICI\.;I?D CK®d, mn/MnH/1,73 m? 54 50 -
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BHYTPb B J103e 15-20 mr/cyT, 4 — mukodeHonaTa Mo-
tdernn, 2 u3 HUX B KomOuHammu ¢ IIcA wiu Takpo-
nuMycoMm. [IpreM ykazaHHBIX TpernaparoB ObUT MPo-
JIOJDKEH 1ociie uHQpy3ui putykcumadba. Hedpompo-
TEKTHBHAsl Tepanusi WHTHOUTOpPaMU aHTHOTCH3HH-
IpeBpamamIero GepMeHTa Wi OJoKaTopaMH pe-
LeNnTopa K aHTHOTEH3MHY TakKe Oblia MpoJIoJDKeHa
[ocJie Ha3HAYEeHUsI pUTYKCcuMaba B IpekHeM 00beMe.
Y Bcex ManueHToB COXPaHACs He(hPOTUIECKHUHI CHH-
IpoM (MennaHa MPOTeMHYpUH cocTaBisia 8,6 (6,4—
9,2) r/cyt, ceiBopoTouHoro ajapOymuna 19,3 (19,1
-21,7) v/n, pCK® . . 49 (39-65) mn/mun/1,73 M* k
MOMEHTY Ha3zHa4eHUsI pUTykcumada. /IMTenbHOCTh
MMMYHOCYTIPECCUBHOW TepaItuy 710 BBEJICHUSI PUTYK-
cumaba cocrasmia 21 (18-36) mec.

B pesynbrare Tepanuu y maruenta Ne 2 ObLT Ky-
MUPOBaH HEPPOTHUECKHUN CHHIPOM, COXPAHSIACH
crabunbnas Qynkuus movek (pCKD . ... 60 mi/
MHH) B TeueHue 12 Mec HaOmroneHus. Y MamueHToB
Nel, 3 u 5 oTMeuanoch yBeJIUYCHHE YPOBHS anbOy-
MHUHa CBIBOPOTKH KPOBU U YMEHBIIICHUE BBIPaKCH-
noctu HC uepes 6 Mec mocie BBEACHUS PUTYKCUMA-
6a, oqnako HC mepcuctupoBali, 1 y MaliueHTOB pas-
BUJIACH TEPMUHAJTbHAS MOYEYHAs HEJTOCTATOYHOCTD
B cpoku OT 1 10 3 5er mocie Tepamnuu pUTyKCHMa-
6oM. CrestyeT OTMETUTD, UTO Y 3TUX MAallMEHTOB MPHU
MIPOBEACHUN OMOTICUH TIOYKH BBISIBJICH BBIPAYKCHHBIH
TyOyJOMHTEpCTUIIMANBHBIH Hrdpo3 (25 % mnomaau
uHTepcTHIM U Oonee). Y mammentku Ned mocie
BBEJICHUSI pUTyKcHMaba coxpansics Tsxenbii HC
¢ OBICTPBIM MPOTPECCUPOBAHUEM JIO TEPMUHAIBLHOM
XpoHUYecKo modeyHo HemocratouHocTH (TIIH)
B TedeHue 6 mec HabmtoneHua. OFHOrO MalMeHTa

yaaJ10Ch MPOCIEAUTH TOJBKO B TeUEHHE 6 Mec Tociie
BBEJICHHS PUTYKCHMa0a, 3HaUUMOM TTOJIOKUTEIIbHOM
JUHAMHKH CO CTOPOHBI IPOTCHHYPUU U OCITKOB ChI-
BOPOTKH KPOBU HE OTMEYEHO.

B menom mo rpymnme depe3 6 Mec mocie 3aBep-
HICHUS Kypca JICUCHHUsI COXPpaHsUIcS He(hPOTHICCKHH
CHUHJpOM, ToKazatenu npoteunypuu [10,5 (10-11)
r/cyT] U anbOyMHHa CHIBOPOTKH KpoBHU [22,2 (22—
24) 1/11] ocTaBajdKCh Ha MPEKHEM YPOBHE, OTMEYa-
nmock Hebompimoe camkenne pCK® go 30,5 (14-47)
wmir/mue/ 1,73 M2 K 12 Mec mocite 3aBepieHus Tepa-
AU OTMEYAJIOCh CHIDKEHHE MPOTCHHYpUH A0 5,95
(4,1-7,25) r/cyT, noBeIlIcHNE anbOyMHUHA CHIBOPOT-
KH KpoBH 10 27,4 (25-31,95) r/n, meguana pCKD
K 12 mec cocraBuma 36 (12,5-67) ma/mun/1,73 m?,
MIPH 2TOM YETHIPE MAIMeHTa B pa3HbIe CPOKHU (6 Mec,
1 u 3 rona) nocturnu TIIH. V nmammentoB Ne3 u Ne5
gepe3 3 U 6 Mec mociie BBEICHHUS pUTykcumabda co-
xpansuiachk Aeruienus CD20 B mumdonutos, ogHako
nporpeccupoBanue Oone3Hu nponoinkanoch. Ce-
PBE3HBIX TOOOYHBIX A((EKTOB NMPH JICUCHUHU TIpe-
napaToM M B TEUCHHE roja HaOIIOIECHUS OTMEYEHO
He OBLIO.

OBCYXAEHUE

[Marodusnonornyeckrue MEXaHU3MBbl IEPBHYHOTO
®CI'C B HacTosIIee BpeMs HE JI0 KOHIIAa pacimdpo-
BaHbl. [IpeamnonaratoT posib HUPKYIUPYIOMIHX «(ak-
TOPOB MPOHUIIAEMOCTH», MOBPEKAAIONINX TTOIOLUT
W MPHUBOISIIINX K Pa3BUTHIO TSDKEJIOro HedpoTHue-
ckoro cusapoma [ 16, 17]. Ilpenaparamu BbiOopa npu
OCI'C ¢ HC mo-mipexHeMy ABISIOTCS TITIOKOKOPTH-
KOCTEPOH/IbI, OJIHAKO B TPETU CIIyYaeB OTMEYACTCS

Tabnuua 2 / Table 2

KnuHuyeckue cepuu HabnogeHUin NpuMeHeHUus putykcumata y 60J1bHbIX
CO cTepouA-pe3nCTeHTHbIM K Tepanuu OCIrc

Summary of case series in steroid-resistant FSGS patients

McTouHMK dopma (konuye- | Tepanus oo HasHaveHwus | [losa putykcrmaba OTtBeTt
CTBO GOJbHbIX) putykcumaba
Fernandez-Fresnedo G. et al. | PCIC (8) TAC (3), MM® (7), LicA|4x375 mr/m? (6), 4+2 | 3 — yacTuyHas pemmuccus
Clin J Am Soc Nephrol 2009 [25] (2), LA (7), TKC (8) (4epes 6 mec) x 375 Mmr/ | 5 — HeT oTBeTa
M2 (1), 8 x 375 mr/m? (1)

Sugiura H. et al. Nephron Clin | dCIC (4) 1 x 375 mr/m? 1 - pemuccus
Pract 2011 [27] 3 — HeT oTBETA
Ochi A. et al.Internal Medicine | ®CI'C (2) LLPA (2), LicA (1), MM® | 375 mMr/m>?, ooHOKpaTHO | 2 — HET OTBeTa
2012 [28] (1), TKC (4),
El-Reshaidc K. et al. Saudi J | ®CIC (8) 'KC, LIcA, 4 x 375 mr/m? 7 — yacTn4Hasa peMmmccus
Kidney Dis Transpl 2012 [29] MM®, LIPA 1 - HeT oTBETA
Kong W.Y. et al. Int Urol Nephrol | @CI'C (4) CyA (2), Csa (2),Aza (1), |4 x 500 mr 2 — nonHas pemmccus
2013 [30] MMF (1), steroids (3) 1 — yacTnyHaa pemuccus

1 - HeT oTBETA
Rocatello D. et al. Am J of | ®CIC (8) MoponepxuBatowana Te- | 375 Mr/m? x 8 pas exe- | 1 — yacTuyHasa pemnccus
Nephrol 2017 [31] panusg HeaeNnbHO 7 — HeT OTBETA
Mohamed Hasham Varwani|®CIC (1) Crepounpbl 4x375 mr/m? 1 — nonHas pemunccus
2017 [32]
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CTEPOUJIOPE3UCTCHTHass (opMa, MPH KOTOPOH 3-
(beKTUBHOCTH TNPUMEHEHHUS albTEePHATHBHBIX CXEM
Teparuu WHTUOMTOpaMu KaibluiHelpuaa, MMO,
ANKWINPYIOIIIMH [IUTOCTAaTUKAMHU OCTAETCS HEBBICO-
koit [15]. PesuctentHocts HC K Tepamuu OTHOCUTCS
K HeONaronpusTHBIM (haKTOpaM IPOrPeCCHpPOBaHUS
OCI'C [10] ¢ 6picTpriM pazButueM TITH (B Teuenue 5
ner). B mocnennue roapl, yunTthias 3QQekTHBHOCTS
MIPUMEHEHHUSI MOHOKJIOHAJIbHBIX aHTH-CD20-anturen
i Kynuposanus peruauos @CI'C B TpaHcmiaH-
tate [23-26], mpeAnpUHUMAIOTCS TIONBITKH BBEe-
Hus putykcnMaba namuentam ¢ @CI'C B HaTUBHBIX
[OYKaX, OJHAKO OMHCAHbI JHUIIb €IUHUYHbIE KITUHH-
yecKre HaOIIOAEeHUSI U HEOONIbIIINE KINHUYECKHE Ce-
puu (tabm. 2).

[To HammMM KaHHBIM, TP JICYEHUH PUTYKCUMaOOM
(cymmapho ot 2 1o 4 undysuit —1-2 r) nect namu-
entoB ¢ HC, pesuctentueiM k Tepanuu OCIC, y 1
MAlMeHTa pa3BUIach YaCTUYHAS PEMUCCHS OOJIe3HH,
y 3 — oTMEUeHO yMEHbIIIeHHE TPOTENHYPUH U TTOBbI-
LieHne ajabO0yMHHa CHIBOPOTKH KpOBHU depes 12 mec
rocJie BBEICHUS Mpenapara, y 2 — He ObUIO oTMede-
HO KaKOW-TrO0 AUHAMHUKU OEJIKOBBIX ITOKa3aTelIeH U
MIPOTEHHYPHUU.

OO6pamaer BHUMaHHE OTCPOUYCHHOE HACTYILIC-
Hue 3 deKTa puTyKcuMada B OTHOLICHUH CHUXKCHUS
nporenHypuu. B Hamie# rpymnme nanueHToB dpQpext
oTMedasicsl Julllb K 12 Mec mocnie 3aBeplieHus Te-
panuu. OTcpodyeHHOE JIeHCTBHE MOHOKJIOHAIBHBIX
agtuTen antu-CD20 Obputo moka3aHo Ha OoJbIei
IpyIIe NanueHToB ¢ HeHPOTHYECKUM CHHIPOMOM B
PaHIOMHU3UPOBAHHOM KOHTPOJIUPYEMOM HCCIIe0Ba-
uuu (GEMRITUX) y OonpHBIX MeMOpaHO3HOW He-
(dpomarueii [33]. [locToBepHOE CHUKCHHE TTOKa3aTe-
JISl IPOTEUHYPHUHU B IIEJIOM TI0 TPYIIe OBIJI0 OTMEUEHO
yepe3 6 Mec JeYeHHsI, a MAKCUMaJIbHOE KOJIUYECTBO
MIOJTHBIX M YaCTUYHBIX PEMHCCHUN OBIIO JOCTUTHYTO
TONBKO uepe3 17 mec.

Xoporme pe3yabTaTsl ObLUTH MOTYYeHBI PH MPHU-
MEHEHHH pPUTyKcHMMaba y OOJBHBIX CO CTEpPOHU-
3aBUCUMBIM M dacToperuauBupyionmM HC mpu
®OCI'C u Oone3Hr MHHUMAJIbHBIX M3MeHEeHHH. Tak,
npuMeHnenue npenapara y 30 GOJBHBIX NPHUBENIO K
CHIDKCHUIO O0IIETo YHCiIa PeUJINBOB OOJNIE3HU B TOJT
1 KyMYJISITUBHOHM 71036 KOPTHKOCTEPOHUI0B, KOTOPBIE
npuMeHsanch s Kynuposanuss HC. bespenuaus-
Hoe TeueHue Hedputa otmeueHo y 18 (y 60 %) maru-
€HTOB uepe3 roja HaOmoneHus [34].

PesynbraThl mpuMeHeHus putykcumabda y 0oib-
HBIX C pe3UCTEeHTHBIMHU K Tepanuu ¢popmamu OCI'C
[IPOTUBOPEUUBLL. B cepuu Hammx HaOMOACHU, He-
CMOTpPS Ha HAMETHUBIIYIOCS TEHJEHIUIO K yMEHbIIIE-
HUIO TPOTEUHYPUH U TTOBBIIIEHUIO OEJTKOB CHIBOPOT-
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KM KPOBH, Y YeTBIpeX MallMeHTOB Pa3BUIACh TEPMHU-
HaJbHas MOYEYHasl HEJOCTAaTOYHOCTHh B paziUYHbIC
CPOKH ToJIe 3aBepiieHus jeueHus. OnHako B Hale
WCCJIeIoBaHUE BOILIM MAalMEHThl C HebJIarompu-
aTHEIM TedeHneM OCI'C u Haau4ImeM HECKOIbKHUX
(bakTOpOB HEONATONPHUSATHOIO MPOTHO3a: JUIUTENb-
HBIM (OKOJIO 2 JIET) MEePCUCTUPOBAHUEM TSXKEIOTO
He(ppOoTHUECKOTO CHUHAPOMA, PE3UCTEHTHOCTHIO K
HECKOJIbKUM CXeMaM HMMYHOCYIIPECCUBHOM Te-
pamuy, a Takke HaJU4YMeM BBIPaXXEHHOTO TyOyJo-
MHTEPCTUIHAIBHOTO  (ubpo3a, MPEBBIIAIONIETO
25% mnomanu waTepcTUUA (Y 4 13 6 OONBHBIX).
CxonHbIe pe3ynbTaThl OBUIA MONYUYEHBI TaK KE W B
MCCJIeIOBAaHUU HCTAHCKOW TPYyMIbl aBTOPOB, B KO-
TOPOM CpeIH 8 JICYCHHBIX PUTYKCHMAOOM OOJIBHBIX
¢ pe3ucteHTHBIM K Tepanuu OCI'C pemuccuu yna-
JIOCh TOCTUYh Yy 3 MAIMEHTOB MPHU YCIOBHH IPOBE-
JISHVsI JTOTIOJTHUTEIBHBIX MH(Y3UH Mpemnapara ¢ J0-
CTHKEHHEM cyMMapHO# 10361 3—4 1 [35].

OpHako 1O MAAaHHBIM HCCIEJOBAHUN, KOTOpPHIE
OITyOJIMKOBaHBI B HACTOALIEE BPEMS, HACTOTA MTOTHON
WIM YaCTUYHOM PEMHUCCUH y OONBHBIX CO CTEPOUJI-
pesuctentHeiM OCI'C cocrasnser 47% (16 u3 35
O0oNBbHBIX) (cM. Tabm. 2). DPPEeKTHBHOCTh PUTYKCH-
Maba MPUOIU3UTENTHHO Y TIOJOBUHBI OONBHBIX C pe-
sucteHTHbIME Qopmamu DCI'C mozBomnsier 06cyx-
JlaTh BO3MOKHBIE MEXaHM3MBI JIeMCTBHA Tpemnapara,
BBI3BIBAIOIIETO JeIuienuio B-kiertok, mpu Hedpo-
THYecKoM cuHjpome. Eciau nmpu memOpaHOo3HON He-
¢dponaruu 3hdeKT pUTyKCcHMabda MOXKHO CBS3aTh C
noJiaBJieHueM B-KJIeTOK He TONBKO B IIUPKYIISAINH, HO
U JOKaJIbHO B KiryOouke, To npu PCI'C sxcnpeccun
CD20-1103UTHBHBIX KJIETOK B KJIIyOOUYKax OOHapyKe-
HO He 0bu10 [36]. Tak kak 3pdekt purykcumada ObLT
MIPOIEMOHCTPUPOBAH y OOJBHBIX PEBMATOUTHBIM
apTPUTOM U HIUOINATHYECKOW TPOMOOLNTOIIEHUYE-
CKOHM MypnypoM, HEKOTOpbIE aBTOPHI MPEIOJIAraroT,
YTO NUPKyIUpyrolre B-kiIeTkn Takxke MOTYT OBITH
BoBjeueHsl B natoreHes @CI'C, Bo3melicTBys Ha ay-
TOopeakTUBHBIE T-KIETKH WIIN ITyTeM HeTIOCPEICTBEH-
HOTO BIUSIHUSL Ha MPOAYKIUIO (HaKTOPOB MPOHHIIAL-
moctH [37, 38].

C nmpyroii CTOpOHBI — HE OBLIO MOKAa3aHO YETKOM
3aBUCUMOCTH dQdeKTa puTyKcuMada OT CTETICHH T10-
napineHus nupkynupyrommx CD20 B-mumdoruTos
npyu HeQpPOTHYECKOM CHHApoME. 3aboiieBaHHE MO-
JKET TPOTPECCHpPOBATh M TIPU TOJHOW JAETIeHHU
B-knerok, B To e BpeMs 3hdeKT puTykcumada Mo-
JKeT OBITh JOCTHTHYT MPH MOJHOM BOCCTAHOBJICHUH
nyna CD20 B-mumdorutoB. 10 maeT ocHOBaHHE
MIperoiararb HaJu4ne APYTuX, He CBA3aHHBIX C I0-
JaBieHneM B-1uM@OIMTOB MEXaHM3MOB JCHCTBHSL.
Tak, ObUIO TMOKAa3aHO HEMOCPEICTBEHHOE BIMSIHUE
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putykcumMaba Ha MOJOUUT. Y MalMeHTOB C PeLU/Iu-
Bamu OCI'C B TpaHcmianTare ObUTO BBISBICHO 3HA-
YUTEIHbHOE CHI)KEHUE YUCIIa TIOAOIUTOB, KCIIPECCH-
pyromux chuHroMmueTnH-GochoauecTepasHyo K1uc-
70Ty 3b 1 MOBBIIIIEHHE IKCTIPECCUH altuAC(PUHTOMUE-
JUHA3B B TOJOIHTAX, 00paOOTAHHBIX CHIBOPOTKOM
6ompabIX OCI'C. [Ipumenenne antu-CD20-anTuten
MpeoTBpaIlaj0 3TH HM3MEHEHHs, YTO TIO3BOJIUIIO
Mpeanonarars npsMoe Biusiaue antu-CD20-anturen
Ha aKTHHOBBIN IIUTOCKeIeT mogonuTa [31].

Takum o00pa3oM, Ha OCHOBAHWH TMPOAHATU3U-
POBaHHOH ITUTEPATYphl, MOXHO 00CYK1aTh dhexk-
TUBHOCTb IPUMEHEHHsI PUTyKCHMada IpU CTEpPOU-
3aBucuMoM Bapuante TeueHuss OCI'C, a raxke mpu
perunuBax OCI'C B Tpancruianrare. [Ipu crepouna-
pesucreaTHoM ®CI'C nannbie 00 3QdeKTHBHOCTH
puTykcumMaba MpOTHBOPEYNBBI 1 HEMHOTOYHCIICHHBI.
B nHamewm uccieoBaHUN HE YCTAHOBJIEHO 3HAYMMO-
ro a¢dexra puTyKCHMada y mecTH OOJIbHBIX C Pe3H-
CTEHTHBIM K TPEAIIEeCTBYIONIEH HMMYHOCYIIPECCHB-
noit tepanuu @CI'C. OrpannyeHneM nccieT0BaHMiH,
OITyOJIMKOBAHHBIX B HACTOSIIIIEE BPEMSI, B TOM YHCIIC H
HAIIIETO, ABJISETCS OTCYTCTBHE €TUHON CXEMBbI U JIO3BI
BBOJIMMOTO TIpernapara, 4To He IMO3BOJIAET JOCTOBEP-
HO CpaBHHBATh UCXO/bI JeueHus. B To ke Bpemst, mo-
noxuTenbHblil d3ddext npumenenuss RTX npubnu-
3UTEIFHO Y TIOJIOBUHBI OONBHBIX C PE3UCTEHTHBIMU
k tepanuu Gopmamu O®CI'C maer ocHOBaHHS IS
MIPOBEZCHNUSA TPOCHEKTUBHBIX PaHIOMU3HPOBAHHBIX
KIIMHUYECKHUX MCTIBITAaHUH.
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OETEPTEHTHbBIE CBOMCTBA KAK OCHOBA NMEYEEHOTO DMMEKTA
OVIMEKCUOA MPU AA-AMUNONOO3E MHOEKLUMOHHOW MPUPObI
(KITMHUNYECKWMI PA3BEOP)
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PEDEPAT

B cTaTbe Ha npuMepe KIMHMYECKOro HabntoaeHs 06CyXXAATCS COBPEMEHHbIE BO3MOXHOCTU JIeHeHUst MOCTUHMEKLMOHHOTO
AA-amunnonposa aumekcuaom. NoapobHo obeyxaaeTcs npobnemMa dyHKLUMOHANLHOro aMmmuiaonaa, AMCKYTMPYIOTCS nepcnek-
TMBbI MpUHLMMa pe3opbumm ammnonaa B Ne4eHn CUCTEMHOO aMmunonaosa. lNpreeneHa NCTopust NPUMEHEHUS AMMeEKCHMaa
B MEONLMHCKOM NpakTuKe, NpeacTaBfieHbl HeoOXxoaMMble AaHHbIe Mo dapMakonornm auMekcuaa.

Kniouesble cnosa: AA-amunongos, gumekcug, (ammeTtuncynbdokecma), GyHKUMoHanbHbIn amunond, Pmell17, menaHocoma,
MH$nammacoma, HeKpocoma, CUrHanocoma, 6UonIeHKn

V. Rameev, L. Kozlovskaya (Lysenko), A. Rameeva, P. Tao

DETERGENT PROPERTIES AS THE BASIS OF THE DIMEXIDE
THERAPEUTIC EFFECT IN AA-AMYLOIDOSIS INFECTIOUS NATURE
(CLINICAL CASE ANALYSIS)

First Sechenov Moscow State Medical University, Department of Internal, Occupational Diseases and Rheumatology

ABSTRACT

The article discusses the current possibilities of postinfectious AA-amyloidosis treatment with dimexide on the example of
clinical observation, discribes in detail the problem of functional amyloid and debates the prospects of the principle of amyloid
resorption in the treatment of systemic amyloidosis. The history of the use of dimexide in medical practice is given, theneces-
sary dataon the pharmacology of dimexide are presented.

Keywords: AA amyloidosis, dimexid (DMSO), functional amyloid, Pmel17, melanosome, inflammasome, necrosome, signalo-
some, biofilms
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JI.B. Ko3saoBckasa (JIbicenko). B Hacrosiee
BpeMsI B HAYIHOW JHTEpaType OKOHUYATEIHHO YTBEP-
JHUJIIOCh MHCHUC 00 AMHJIONJI03€ KaK O ITPOILECCE,
KOTOPBI OOBEOUHACT TPYIIY MAaTOJIOTHUSCKUX CO-
CTOSIHPIﬁ, COITPOBOXAAIOMIUXCA OTIOKCHUEM B HH-
TepcTuy  ammionaa. CTporo  ymopsimodeHHas
KPHUCTAJIONON00HAS CTPYKTypa ATOTO TOIUMEPHO-
ro0 TNIHKOIpOTCHUaa, CBA3aHHasA C oouInemM KpocCcC-
Ocra cKIamyaThIX KOH(OpPMAIHMA B COCTaBe OCIKOB
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+7(499)248-53-33, 89104936138, E-mail: vvrameev@mail.ru ORCID:
0000-0003-4260-0226
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aMUJION/Ia, OTpEAEIsieT OCHOBHOE crennduyeckoe
CBOMCTBO aMWJION/Ia — CIIOCOOHOCTH K JBOWHOMY
Jy4enpesioMIIEHNI0. BhIsBIIEHHE 3TOro CBOWMCTBa C
TMMOMOIIIBIO OKpaCKU KOHI'O KpaCHBIM, IBET KOTOPOT'O
IIpy HAJIMYUHN aMUJIOna U3MEHACTCSA C KPAaCHOI'o0 Ha
SI0JIOYHO-3€JICHOE CBEUEHHUE P MUKPOCKOIINH B T10-
JIAPU30BaAHHOM CBETE, ABJIACTCA INTaBHBIM JUArHOCTH-
YECKUM KPUTEpHUEM aMUIION03a.

AMusionsi SIBISCTCS HE TOJIBKO (haKTOPOM Hapy-
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HICHUSI TOMEOCTa3a B IMOPAKEHHOM HWHTEPCTHIINH,
HO TaKkXe CIoco0eH HeMmoCpeJICTBEHHO MOBPEKIaTh
3JIEMEHTHI KJIETOYHON MapeHXHUMbI OpraHa, IIaBHBIM
00pa3oM, 3a CUeT BBIJICIICHUS U3 CBOETO COCTaBa TOK-
CHUYHBIX OEIKOBBIX onuromepos. [IpucyTcTBre B co-
CTaBe aMMJIOWJAa MHOTOYHCICHHBIX THUAPOGOOHBIX
Oera-cKiIaloK 0OyCIIOBIUBAET TaKkKe BO3MOXHOCTh
IUIOTHOTO KOHTaKTa aMuwionja ¢ TuapohoOHBIMU
JUMHAMU KJICTOYHBIX MemOpaH. Hampumep, 3tor
MexaHu3M O0OyCJIOBIUBAaeT (OPMUPOBAHHUE HEHPO-
GUOPWIIISIPHBIX CIUICTEHUH B TOJIOBHOM MO3T€ IPH
0ome3Hn ATbIreiMepa, 9To SIBISICTCS] OMHON U3 MPH-
YUH IPOTPECCUPYIONIEH TeMEHITNH U3-3a HapyIIeHUs
aCCOLIMATUBHBIX CBs3€M Mexay Helpouuramu. Ha-
[TIOMHHUM, 4TO MOP(OJOrHIECKIM MapKepoM O0JIe3HU
AnpIreiiMepa SBISCTCS aMIUION, TIOCTPOCHHBIA W3
[-0enka, HEHPOGUOPUIUIIPHBIC CIUICTCHUS SIBJISIOT-
Csl TPOIYKTOM CpalllMBaHUs aMHJIOHMJIA C HEPBHBI-
MU BOJIOKHAMHU. AMHIOH] CyIIECTBEHHO HM3MEHSET
MEXaHUYECKHUE CBOMCTBA MOPaXEHHOW TKaHU, 4YTO
OKa3bIBaeT Hanbosee HeOIaronpusATHbIN dhdexT Ha
(YHKIIMM OPraHoOB, BBIMOJHSIOIIMX 3HAYUTEIIBHYIO
MexaHn4eckyto paboty. [lenmo3unusa amuionna B
cep/le MPUBOAUT K PE3KOMY CHIDKECHHIO PaCTSDKU-
MOCTH MHOKap/ia B AMACTOJY, YTO SIBJISACTCS TPUYH-
HOW TSDKEJIONW MpOrpeccUpyroleil He10CTaTOuHOCTH
kpoBooOpaineHus. [Ipu AL-amuiionnose y OOJIbHBIX
C TIPEUMYILIECTBEHHBIM TMOPAKEHUEM Cepaua OXH-
JaeMast IIPOJI0JKUTEIBHOCTD KU3HU ITPH OTCYTCTBUU
JedeHus He mpeBbimaetT 4-6 mec [1], B To Bpems
KaK TpU MPEUMYIICCTBEHHOM BOBJICUCHHHM HEPBHOU
CHUCTEMBI IIPOJIOJKUTEIBHOCTh YKU3HU HEJICYCHHBIX
6ombHBIX focTHraeT 86 mec. HomynspHbIil xapakTep
JICTIO3UIIMN aMHJIOM/IA B JICTKUX MOXET OBITh IPUYH-
HOM pelUAMBUPYIOIINX CIIOHTAHHBIX THEBMOTOPAK-
COB.

Taxum oOpa3om, HANUYHE aMIJIOMTHOW cyOCcTaH-
LMK B TKaHSAX SIBJISICTCS OOJMIaTHBIM IMPU3HAKOM U
JICHCTBYIOIIMM MAaTOTCHETUYCCKUM (DAKTOpOM aMHu-
nmonno3a. HecMOTpst Ha HaTU4HE STOTO OOBEAMHSIIO-
Iero npu3Haka, popMbl aMHIION103a BEChbMa MHOTO-
o0pas3Hbl. JTO 00YyCIOBIEHO TEM, YTO IMPH Pa3HBIX
(dbopmax aMuIIOH103a aMHIOW 00pa30BaH Pa3HBIMH
amunouadopmupyronmMu Oenkamu. Macca Takoro
creru(uIHOro JIs ATOH (HOpMbI aMIIION 1032 OeJKa
nocturaet 80% B cocTaBe aMUIION/1a, Y KaXKIOTO Ta-
KOTO Oelka pa3inyaroTcss MEXaHU3Mbl CHHTE3a U yTH-
JM3aI1H, OTIIMYAIOTCS X QYHKIMH. DTO ONpEeIsieT
pa3nuyuus HE TOJIBKO B OPraHOTPOIMHOCTH U TEMIax
MIPOTPECCUPOBAHUST Pa3HBIX (HOPM aMUIONI03a, HO
1 pa3inyHble MOAXOMbI K JieueHuto 3tux ¢opm. Ilo
9TON MpUYMHE KJIaccu(UKaLKs aMIIION 1032 TIPEIIOo-
JaraeT oO0O3HauYeHHE B Ha3BaHWM ammiionja Oenka-

MIPE/IIeCTBEHHUKA, B HACTOSIIEE BPEMSI HaCUUTHIBA-
10T O0oJiee 30 Takux O€JIKOB, COOTBETCTBEHHO — OoJiee
30 xnMHHYeCKHX THIOB ammiougosa [2]. Tak, ao-
OpeBuarypoit AL 0003Ha4arOT JIETKHE 1M UMMY-
Hor100ynmuHOB (A — ammionn, L — light chains, ser-
KHe nenu ummyHormoOyinuHoB, JILA), 3To 3Hauwr,
YTO aMUJIOW7 00pa3oBasics BCIEACTBHE CEKpeluu
amuionioreHusix JIIM anHoManbHbIM KJIIOHOM I1J1a3-
MaTUYeCKUX KJIETOK KOCTHOTO MO3ra B paMKax MHO-
JKECTBEHHON MHUEIOMbI MJIN MEHee 310KaueCTBEHHON
TUTa3MaKJIETOYHON JHUCKpa3uH, M 10 3TOM NMpUYHMHE
MAIMeHTy TI0Ka3aHO MIPOBEACHNE XHMHOTEpaIruy,
HaIpaBJICHHON Ha 3MMMUHAIMIO MTaTOT€HHOTO KJIOHA
TuIa3MaTudeckux kietok. [pu AA-amunongose mpu-
YHHOHN SBJISIETCS BBICOKAs CeKpeuus Oenka ocTpon
¢a3bl Bocnanenuss SAA (serumamyloid A-protein),
clieI0BaTelIbHO, O0pb0a ¢ 310 (hopMmoii 3a00IeBaHUs
npearnonaraet 3G HEeKTUBHOE MOAAaBICHUE aMHIIOUI0-
TeHHOTO XPOHUYECKOTO BOCTIAJICHHS.

B.B. PameeB. OpnHako JiedeHHE XPOHHUYECKOTO
BOCHAJINTEJILHOTO 3a00/IeBaHMs, BBI3BABILIETO peak-
TUBHBINA AA-aMUJIONUI03, B HACTOAIIEE BPEMS HEpe-
KO CTAHOBUTCSI HETPUBHAILHOM 3a1aueil.

Yenexu B JIGUEHWH XPOHUYECKHX HAarHOGHUH W
PEBMAaTOUTHOTO apTPUTa — OCHOBHBIX MPUYMH pPa3-
BUTUS AA-aMWIION103a B MPOLUIOM MPUBEIH K 3HA-
YUTEIILHOMY CHHKEHHUIO YaCTOTHI ATON (HOpMbI aMu-
JIou03a — U3 JOMUHHUPYIOIIEH B MPOILJIOM YacToTa
AA-amuionio’a B HACTOAIIEE BPEMsI CpPaBHSIACH
¢ gacrtoroil AL, Ha YTO yKa3bIBalOT HE TOJBKO JaH-
HbIe nuTeparypsl [3, 4], HO U HamM COOCTBEHHBIE
(puc. 1). CymecTBeHHO H3MEHWJIACh CTPYKTypa
npuduH AA-aMUION03a, HAPSATY C PEBMATOUTHBIM
apTPUTOM, JOMUHUPYIOIMIUMH TPUYMHAMH TEIeph
CTalM TaK)ke MOHOTEHHBIE W TIOJIMTEHHBIE ayTOBO-
CIaJuTeNbHbBIC 3a00eBanus (puc. 2).

Al 1 ATTR 6%
; ()

PucyHok 1. HYacTtoTa pasHbix GOpM CMCTEMHOrO aMmuionao3a
cpeam 60J1bHbIX C loKa3aHHbIM aMuUnIonao30m (n=326).
AA-amunnonpo3=141, AL-amnnongo3=141, nokanbHbli aMUIoun-
no3=21, AH-amunonnos=2, ATTR-amunonno3=18.

Figure 1. The frequency of different forms of systemic amyloidosis
in patients with proven amyloidosis (n=326).

AA-amiloidosis =141, AL-amiloidosis=141, localised amiloidosis
=21, AH-amyloidosis=2, ATTR-amyloidosis =18.
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[AB3; 16; 35 %] «—{p=0,0148]—,[AB3; 10; 15 %]

PucyHok 2. YacToTa peBMaTtonagHoro apTpura,

AW3; 25 54 %

7
]|

AU3; 28; 42 %

I

CeMENHbIX NepUoANYECKNX NUXOPA[O0K U NOAn-
reHHbIX ayTOBOCMNaNMTENbHbIX 3a60/1EBaHNN 10 U
nocne 2002 .

AB3 — ayToBocnanutenbHble 3abonesarus, AU3 —
ayTOMMMYHHble 3a6051eBaHus.

Figure 2. Frequency of rheumatoid arthritis, family
periodic fevers and polygenic auto-inflammatory
diseases before and after 2002.

[MonurenHoe AB'3; 5; 11 % l¢—p=0,0004]—| MonureHHoe AB3; 29; 43 %|

2002 r. v paHee Mocne 2002 .

Cpenn Hammx OOJBHBIX XPOHMYECKHE THOWHO-
JNECTPYKTHBHBIE 3a00J€BaHUsS SIBISUIACH TMPUYUHON
AA-amuionio3a TOJIBKO ¥ 9% OONBHBIX, y KaXII0-
T'O BTOPOTO — 3TO OPOHXOJKTaTH4ecKasi O0Ie3Hb, He-
CKOJIBKO peXe OCTEOMHUENUT. B To jke Bpemsi, epBbie
onucaHusi peaktuBHoro AA-amuiougo3a B XVII-
XIX Beke kacanmch OONBHBIX TSKEIBIMHU JIECTPYK-
TUBHBIMH (hopMamu TyOepkynesa, cudmimmca. Tak,
nepBblil Menuk koposst Jlronosuka XVIII, nHunuma-
TOop co3nanus [laprkckoil MEIUUMHCKOM akaaeMuu
Oapon Antoine Portal B 1789 1. mpoBoaui ayTomncuro
TTOYKUIJIOHN KEHIIUHBI U 8-JIETHET0 MaJIbunKa, Y KOTO-
PBIX MPUYMHON aMHUIION]I03a CEJIE3€HKHU (B TO BpeMs
0oJIe3Hh Ha3bIBATACh «CAIbHOW») cTaja CKpodyna
(30m0TYyXa) — TSOKENBIA IECTPYKTHBHBIH TYyOEpKy-
7e3 MeHHBIX JTUM(OY3IIOB, TPOSBIIONIUICT XPO-
HUYECKUMH HE3)XUBAIOIIMMHU S3BaMH B 30HE pac-
1aBieHus. HekoTopelid poCT 4acTOTHl peaKTUBHOTO
AA-ammonio3a oTMedalics 1o OKOHYaHuU Benmmkoi
OTeuecTBEHHON BOMHBI B CBSI3M C BEICOKOM YaCTOTOM
TSOKEJIOTO PEIHIUBUPYIONIETO OCTEOMHENUTa B HC-
xone 0oeBbIX paHeHUH. CerogHs, B AMOXY IIMPOKO-
IO MPUMEHEHHUS! aHTUOMOTUKOB U BBICOKOTO YPOBHS
KOMMYHAIIEHOTO XO3SHCTBA aMWJIOWJIOTEHHBIE Ha-
THOGHUSI HEPEIKO HOCST CKPBITHIA CyOKITMHHYECKUAN
Xapakrep, OBIBAIOT TPYHOHBI Ui AuarHocTUkd. [lo-
CKOJIBKY caMu M0 ce0Oe Takue HEeakTHBHBIE OYaru
THOWHOTO BOCHAJIGHUS HEPEIKO HE MPEICTaBISIOT
HETMOCPEJICTBEHHOW OIMTACHOCTH, CIIEIIHAIUCTHI 110 Ta-
KHM HarHOSHHSIM HE CTPEMSTCS K aKTUBHOH Teparun
ATUX COCTOSIHHH, OTacasich BbIpabOTaTh aHTHOMOTH-
KOpPE3UCTEHTHOCTh Y TOBHHHOM OaKTepHallbHOM (I10-
pel. TeM He MeHee, y OONBHBIX COXPAHSIETCS CyOKIH-
HUYECKOE BOCIIAJICHHE, MPOSBISAIONIEeCS THIIEPIPO-
IyKIFeW MapKepoB OCTpoil (ha3bl BOCIHAICHHUS, YTO
SIBIISIETCSL JIOCTATOYHBIM ISl Pa3BUTHUS BTOPHUYHOTO
AA-amunonaosa.

C uenpro 00CyKACHUS TPYAHOCTEH TUATHOCTHKH
U JICYCHUS TaKuX OOJBHBIX MPHUBOAUM KIMHHYECKOE
HaOJIIONEHUE.
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IL.II. Tao. Myxuuna, 63 roga, B 1946 rony B
Bo3pacTte 11 mec ObLI yCTaHOBJIEH AMArHo3 Tyoep-
KyJie3a JIEBOM JIOABIKKH, MPOBOIMIIOCH AJIUTEIBHOE
KOHCEpPBaTUBHOE JICYCHUE IPOTHUBOTYOEPKYIEC3HBIMU
npenaparaMu ¢ 3GQEeKToM, 0 UTOraM PeryiIspHOro
amOysaropHoro HaOmoeHus B 1961 roxy cHAT ¢ yue-
Ta B Tyoaucmancepe. B 1992 roxy Ha miee chopmu-
pOBaJICsl y3€JIOK, KOTOPBIH MPOPBAJCS Ka3e03HBIMU
MaccaMi, COCTOSIHME ObLIO PAaCLEHEHO KaK «Callb-
Has kucta». B 1995 1. BeIsIBIIEHBI Ouaru TyOepKyses3a
Jerkux B (aze yIUIOTHEHMs, KalbLIu(pHUKaTsl B V cer-
MEHTE IPaBOIo JIETKOr0, 00JIUTEpaLHsl IJIEBPAJIbHBIX
naszyx. B 1997 rogy mamueHT oOpaTwmics K Bpady B
CBSI3U C Makporemarypuen, B Moue oOHapyXeHbl MU-
KoOaKkTepun TyOepKyJe3a, BBIIBICHHE I10 JaHHBIM
VY3U nokanbHOW nedopMaiy daniedek JIOXaHKU
JIeBOI MOYKHM MO3BOJIMJIO JHArHOCTHPOBATh TyOep-
KyJI€3HbIM ManwuINT. BeIsABICHHBIE paHee AUBEPTH-
Kyn jeBoro moderounuka (1987) u ero pacmmpenue
(1993), mo-BunuMoOMYy, SIBUJIMCH CIIEICTBUEM paHEe
CYIIECTBOBABLIEI0 OECCUMIITOMHOIO TyOepKynesa
MOYEBbIICINTEILHON CUCTEMBI.

C 1997 mo 1999 ron nanmeHT Jieunscs TyOepKy-
JIOCTAaTUYEeCKUMHU IIpenapaTaMu (M30HUa3ua, 3Tamoy-
ton, pudpamnuiH) ¢ dhdexkrom, B 2004 Tony CHAT ¢
amOysatopHoro ydera mo tyoepkynesy. B 2009 romy
OpUTa 3aMKCMpOBaHA MPOTEHHYPHs, KOTOpas ObI-
CTPO AO0CTHIIA HEPPOTHUECKOrO YPOBHS — 3 I/CyT,
CBIBOPOTOYHBIM anbOyMuH 28 T/, QyHKIUS TOYeK
Obuta B HopMe. [Ipu Onorcuu 1Mo4YKkM BHISBICH aMU-
JIOU103, KOHTOQMIMs OBICTPO HcYe3na mpu obpa-
LICHUH C ILEJIOYHBIM I'YaHUAMHOM, IO pe3ysibTaTam
MMMYHOTHCTOXUMHUYECKOTO TUIIMPOBAaHMUS JHArHO-
ctupoBaH AA. B KpoBU BBISBISUICS BBICOKUM TUTP
C-peaxtuHoro 6enka no 30 mr/n. Ilo maHHEIM HM-
MYHOXMMUYECKOTO HCCIJICOBAHUS KPOBH U CyTOYHOM
MOYM MCKJIIOUYCHa MOHOKJIOHAJIbHasi rammanarus. B
pamMkax oOcnenoanus nposonminch Taxoke KT rpyn-
HOW KieTkn, Y3 OpromniHo# mojaocTy, moYeK, Move-
BOTO ITy3bIPsi, IPOCTATHI, 330(aroracTporyoeHOCKO-
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BpeMﬂ AO0XKNTUA, meC

— AyToBOoCnanuTenbHble 3aboneBaHun

PeBMaToMAHbIN apTpuUT

o 3aBepLLIEHHbIe Ha6l'IPO,CI,EHMFI — He3aBepleHHble HaG/’HO,CI,eHMFI

PucyHok 3. Cpoku foxutua 0o ypemun y 60nbHbIx AA-amunongo3om B rpynnax PA (peBmatougHblin aptput, n=57) n AB3 (ayToBo-
cnanutenbHble 3abonesaHns, n=41). B CBA3M C YMCNEHHOCTbIO OOHOWN 13 rpynn MmeHee 50 ons OLEHKN AOCTOBEPHOCTU Pasnunyni
ncnonb3osancs F-kputepuin Kokca (kak 6onee MOLLHbIN B 3TUX ycnoBusax). Kputepuin fexaHa, Hanbonee 4yBCTBUTENbHbIN HA PAHHEM
aTane, He MOT NCMONb30BaTLCS TAKXKE N3-3a 3HAYNTENbHbLIX MEPECEYEHN KPUBbLIX, UMEHHO Ha paHHeM aTane. F-kpuTtepuii Kokca (10,

52) =4,467338; p=0,00015.

Figure 3. Survival to uremia in patients with AA-amyloidosis in the groups of PA (rheumatoid arthritis, n=57) and AB3 (auto-inflammatory
diseases, n=41). Due to the number of one group less than 50, Cox F-test (as more powerful under these conditions) was used to as-
sess the significance of the differences. The Gehan criterion, the most sensitive at an early stage, could not be used also because of
significant intersections of curves, namely, at an early stage. F-cox criterion (10, 52) = 4,467338; p = 0,00015.

MU ¥ KOJIOHOCKOMUS, CYIIECTBEHHBIX OTKJIOHEHUH
He oOHapyskeHo. [Ipu3HakoB akTHBHOTO TyOepKye3a
B JITKUX M MOYEBBIICIUTEILHON CUCTeMe HEe O0Ha-
PYKEHO, C TOMOUIBIO CIMHTUTPA(UU KOCTEH B JIEBOI
rOJICHH OOHApYXKEeH OdYar HAKOILICHHs paguodapm-
npenapara. OTuznatp He PEKOMEHA0BAI MTPOTUBOTY-
OepKylie3HOE JICYCHUE M3-3a OTCYTCTBUS MPU3HAKOB
AKTUBHOCTU TyOepKyJe3a. YUWUTHIBas aMUIIOHIpE-
30pOUpYIOIIKEe, HO B IIEPBYIO OYEPE/lb AHTUCEIITUYEC-
CKHE CBOHMCTBa JAMMEKcHIa (IUMETHICYIb(OKCHIA),
OBLIIO HAYaTO JICUCHHUE B J103¢ 5 r/cyT BHYTpb. Jleue-
HHE CONPOBOXKJAIOCH YCTOMUMBON HOpMalIM3aluuein
tuTpa «Cr-peaktuBHoro Oeika, k 2011 roxy Hedpo-
TUYECKHUHN CUHAPOM ucyes3, ¢ 2017 roma oTCyTCTBYET
MPOTEUHYPHSL, QYHKIIHS [TOYSK OCTACTCSI COXPAHHOM.

JI.B. Ko3noBckas (JIbicenko). C kakumu aua-
THOCTHYECKUMU TPYAHOCTSMH CTONKHYJINCH Bpauu y
ATOTO TManuenTa’?

B.B. PameeB. [11aBHOIl AMarHOCTUYECKOH MpoO-
OseMOl y manueHTa ObUIO BBISBICHUE XPOHHYECKO-
r0 BOCHAJIUTEILHOTO 3a00JICBaHUS, MPUBEIIIEIO K
AA-amunonniozy. AA-TANT aMHIIOWI03a COMHEHUI
HE BBI3BIBANl MO PAMY COOOpaXCHWH — y MaIMeHTa
OTCYTCTBOBaJIa MOHOKJIOHAJbHAs TaMMamarws, He-
obxomuMmast aya pasutus AlL-amuinonnosa; OTCyT-
CTBOBAJI CEMEWHBIH aHaMHE3 MO aMUJIOUA03Y WIH
€ro TPOSBJICHHSIM, YTO CHUXKAJIO BEPOATHOCTH Ha-
CJICJICTBEHHBIX (DOPM CeMEHHOro aMuiIOn03a; KIIH-

HUYECKHUE MPOSIBICHUS XapaKTePU30BAIUCH IPECUMY-
LIECTBEHHBIM MOPaKCHUEM IOUYEK, YTO B COUCTAaHUU
C YCTOMYMBOI aKTUBAIMEeH MapKepoB OCTpoi (asbl
BOCIAJICHUS YKa3bIBAJIO Ha A A-aMUION03; TaHHbIE
KJIIMHAYECKOT0 aHalln3a MOATBEPKAAIUCH TAKXKE pe-
3yJIbTaTaMUd UMMYHOTUCTOXHUMHUYECKOTO TUIUPOBA-
HUST aMHJIOU]IA.

OCHOBHBIM IPUHLUIIOM JIeUeHUs A A-aMUTION1032
SIBIIICTCSI TIOJHAs HOpMAaju3alus B KPOBU YPOBHS
aMWJIOUIOTEHHOTO OelKa-TpeANIeCTBeHHIKA — SAA,
YTO BO3MOXKHO TOJIBKO TIpU PPEKTUBHOM KOHTPOJIC
BOCHAJINTEIIEHOTO 3a00JIEBaHUs, B TOM YHCJIE TIO/a-
BJICHUU CYOKJIMHHYECKOW AKTUBHOCTH BOCIAJICHUS.
B rpynme Hammmx 00JbHBIX ¢ XOPOIIIO MTPOCISKEHHBIM
aHAMHE30M, HUMCIOLIUX JTOKYMEHTHUPOBAaHHBIC aH-
HbIe o0cieoBanus B quHamuke (107 u3 141 GonbHO-
r0 00mIeH rpymIbl AA), HU3Kast MK CyOKITMHHYECKast
AKTUBHOCTH BOCTIAJIUTEIIEHOTO 3a00JICBAHHS BBISBIIS-
nachk y 43 %, 4TO CO3JaeT CYLIeCTBEHHbIC MPOOICMBI
HE TOJILKO JISI IMATHOCTUKH BOCTIAIUTEIILHOTO 3200-
JIEBaHUs1, HO U MPU ONpPECICHUN TAKTUKU JICUCHUSI.
Y OOJIBHBIX C aKTHBHBIM TCYCHHEM BOCIAJINATENb-
HOTO 3a00JieBaHMsI OTMEUAIOTCS OoJiee OTUYCTIMBBIC
JIUArHOCTUYECKUE KPUTEPUU U TOKa3aHUS K HaYaly
Tepanuu. Y Takux OONbHBIX AA-aMHUJIOWAHAS He-
¢pomnarus (OCHOBHOE KIMHHYECKOE TMIPOSIBICHUE
y Bcex OompHBIX AA, B T.4. y 76% eOuUHCTBEHHOE
nposiBiiecHne AA) XapakTepusyercs CyIEeCTBEHHO
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MEHBIIIMM PHCKOM TPOTPECCHUPOBAHUS 10 YPEMHH.
OT0 0cOOEHHO YETKO BUAHO MIPU CPAaBHEHUU KPUBBIX
JOCTHXKCHHUS YPEMHHU Y OOJBHBIX PEBMATOMIHBIM
apTPUTOM, Y KOTOPBIX JWArHo3 OOBIYHO yCTaHaBIH-
BaIOT B 0ojiee paHHHE CPOKHU U B HACTOSAIIEE BpeMs
0OBIYHO Ha3HAYAIOT Oojiee paHHEe W aKTUBHOE Jie-
YCHHE B CPAaBHEHHUH C OOJbHBIMU CEPOHEraTHBHBIMU
CIOHMJIOAPTPONATUAMU U JPYTHMMH IOJUTCHHBIMU
Y MOHOTE€HHBIMH ayTOBOCIAJIUTEIHHBIMHU TpoIlecca-
mu (puc. 3). Cpenu Hamux OOIBHBIX PEBMATOUIHBIM
aprpuroMm 70% He JOCTUTAIOT YpPEeMHUH, B TO BpeMs
KaK B TpyIme cpaBHeHus yepe3 2025 neT oT Havyana
amuionio3a 71,92 % OG0MbHBIX HYKIAIOTCS B HaYase
JIeYSHHs TeMOINATH30M.

TeM He MEHee, HEeUETKOCTb JJMarHOCTUYCCKUX KPH-
TepHUEeB BOCMAINTEIHHOTO 3a00JIEBaHUS U €TO HU3Kas
AKTUBHOCTH Cpelu OONBHBIX AA-aMUJIOUI030M, TIO0-
BUIMMOMY, SBISIOTCS 3aKOHOMEPHOCTBIO, TaK Kak
AKTUBHOE JICYCHHE BOCHAJICHUS Y OONBHBIX C SIBHBI-
MU KPUTCPHUSIMHU JIMArHO3a U aKTHUBHOCTHU SIBJISICTCS
OCHOBHBIM (DaKTOPOM CHIDKEHHUSI PUCKA aMUIIOHI03a.

Wrak, y Hamero manpeHTa He ObUIO OTYETIH-
BBIX IPHU3HAKOB KaKOTo-IHOO XPOHHUYECKOTOo BOC-
MaJUTEIHHOTO 3a00JeBaHMsI, OJHAKO BBICOKUH THUTP
C-peaktuBHOTO O€Ka yKa3bIBaJl HA HATUYHE TAKOTO
mporecca. He obHapykeHO MPU3HAKOB HEOIUIACTH-
YECKOTo Tpoliecca. YUHUTHIBas MHOTOJICTHUN aHaM-
He3 M0 TyOepKyse3y, Mbl IPEANONOKUIN HATHIUE Y
MarUeHTa TIEIOIer0 OCTaTOYHOTO Ovara, JIAloIiero
AKTUBAIMIO OCJIKOB OCTPOH (ha3bl BOCHAJICHHS, B TOM
qUCIIe aMUJIOUI0TeHHOTO SAA. O4uaroBoro mopaxke-
HUS JIETKUX, aKTHBHOTO TyOEpKYJIe3HOTO IMpolecca B
CHCTEME MOUEBBIICTICHN Y TTallMeHTa Mbl HE 00Hapy-
xud. OueBuAHAA TsOKeIas aKTHBAIUS MPOM3O0ILIA
npubau3uTensHo 3a 20 et 1o Marudecranun AA, a
HEIMOCPEICTBEHHO Tepe]] MOSIBICHNEM KIMHUYECKUX
CUMIITOMOB aMHJIONI03a TPU3HAKOB OOOCTpPEHUS
TyOepKyse3a y mandeHTa He ObUTOo, YTO 3aTPyTHSIIO
yctaHoBiienne npuduHbl AA. COXpaHsUICS TOJBKO
CTapblil 0Yar, HaKaITMBAOIIUH paanodapMIipenapar.
BeposiTHO, 3TOT ouar sBISJICS OCHOBHBIM HCTOYHU-
KOM MEPCUCTUPYIOLIEH aKTUBALIMM MAPKEPOB OCTPOM
(hazbl BocmajeHusa W, CleloBaTelbHO, aMUJIOUAOTe-
He3za. CraHmapTHBIE TOKa3aHHUA K Ha4aly JIEUCHHUS
TyOepKyse3a yYUTHIBAIOT, B MIEPBYIO OYepe/b, HaJH-
Yre 04aroB JIETOYHOTO TyOepKyliesa, BEIPaKEHHOCTb
OaxTepuoBbieneHust. Oyaru BHEJIETOYHOTO 3acTape-
Joro TyOepkyne3a B ¢aze opraHu3alid OOBIYHO HE
SBJISIOTCS UCTOYHUKOM SIUIEMUYECKON OMAaCHOCTH,
CBUJICTEIHCTBYIOT O HIU3KOM METa0OINIECKON aKTHB-
HOCTH MHUKOOaKkTepuil W, CJeI0BaTeNbHO, OTHOCH-
TEJIbHOU yCTOMYMBOCTH K XMMHOTEPANHU. B 310 cu-
Tyaluu JICYCHUE TYOepKYJIOCTaTHKAMU MOXKET OBITh
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(daxTopoM 0TOOpaA PE3UCTEHTHBIX ITaMMOB. [1o co-
BOKYITHOCTH yKa3aHHBIX (DaKTOPOB MpPU HEAKTHBHOM
BHEJIETOYHOM TyOEepKylie3e OT JIEUeHHUsI TyOepKysio-
CTaTUKaMH OOBIYHO OTKA3bIBAIOTCS, TIPH 3HAYUTEIIh-
HOM YXYIIICHWH (QYHKIMK TOPAKEHHOTO OpraHa
npuoOeraT K XUpYpruueckomy JieueHuro. 1o atum
npuyuHaM (GTU3naTpaMu He ObliIa MoJAepKaHa PeKo-
MEHJIAIMS TIPOBEACHUS XUMHUOTEPAHK TyOepKyIo-
crarukamu. B To ke Bpems, Hannuue AA TpeboBaio
MOJIABJICHUS OYara aMUJIOWOTeHHOTO BocmaneHus. B
STOM CBSI3U HaMU OBbLIO HAuaTo JieueHNe JUMEKCHIOM
5 1/cyT BHYTpS.

JI.B. Kosaosckas (JIbicenko). Hecmorps Ha
JMAarHOCTHYECKUE TPYJHOCTH, y TMAllMEHTa JOCTHT-
HYT YOeIWTEeNbHBIH KIMHUYECKUH d5ddekT Ineue-
HUSI — MCYe3 HE TOJNBKO HEPPOTHUECKUI CHHAPOM,
MOJTHOCTBIO HMCYe3Nia MPOTEHHYPHsI, PyHKIUS MOYEK
ocTaJlaCh HOPMaJIbHOW. DTO OBLIO JTOCTHUTHYTO Ona-
rojapsi Ha3HAYCHUIO JTUMEKCHUJIA, TOMBITKU IpHUMe-
HEHHSI KOTOPOTO C IENbI0 Pe30pOIy aMUIONAa 13-
BECTHBI, OJHAKO TUMEKCH]l BCerna paccMaTphBalId
KaK BTOPOCTEIIEHHBIN TpenapaT ¢ OrpaHuYeHHOH (-
¢dexruBHOCTBIO. [IpH 3TOM cnegyer 0OpaTuTh BHUMA-
HHE Ha HENPUITHBIH YE€CHOUHO-TPIOQEIbHBIN 3amax,
UCXOJAIIUI OT Ipernapara, 4yTo OTBpallaeT MHOTHX
MAIMEeHTOB OT ero MPUMEHeHMsI BHYTpb. Yarie ero uc-
MOJIB3YIOT B Ka4€CTBE HAPYKHOTO CPEJCTBA IPH Be-
JICHUY THOMHBIX XUPypPruiecKkux paH. Kak oObscHUTS
2 PEKTUBHOCTH Mpenapara y Hallero naiueHra?

A.C. PameeBa. JlumeTmicynb(pOKCHI BIIEpPBBIC
ObL1 TonyueH B 1866 rogy A.M. 3aiilieBbIM, y4eHU-
koM A.M. bytnepoga. [TonyyeHue 3Toro coeAuHEHUs
CTaJI0 EPBBIM B MHUPE YCIEIIHBIM OIBITOM OpTraHu-
YeCKOr0 CHHTE3a U, TEM CaMbIM, TpaHC(HOpMAaIIUH Te-
opuu opranuueckoit xumun A.M. Bytieposa B aeio
XUMHUKO-TEXHOJIOTHUECKON nHaycTpun. OJHAKO XU-
MUKH JIOJTO HE MPOSIBISUIA K AUMETHICYIb()OKCHTY
uHTepeca, U oH moutu 100 JeT HaXOmUiICS MpaKTH-
yecku B 3a0BeHun. B 1958 romy Onuia obHapykeHa
yHuKanpHas crnocobnocts JIMCO pacTBOpSTH OU4eHB
MHOTHE HEOPTaHWYECKHE M OpTraHMYeCKHUEe COeIIHE-
nus. Kak pactBopurens IMCO mnpeBocXoauT gaxe
BOJIy, M €r0 MHOT/a Ha3bIBAJIU CBEPXPACTBOPUTEIIEM.
B 1960 romy ObUTO HaJTa)KEHO MPOMBIIINICHHOE TIPO-
u3BoacTBO JIMCO, uTO0 clienano 3To COeTUHEHHUE J10-
CTYIHBIM JJISl IIUPOKHUX KPYTOB XMMHUKOB, U YHUCIIO
myONMMKanuii, CBS3aHHBIX C €ro0 PUMEHEHHEM B Op-
raHUYECKOM M HEOPraHUYECKON XUMHUH, CTAJIO PE3KO
pactu. B Hauane 60-x TomoB MOSIBUINCH OOHAICKU-
BaloIKe COOOMICHN 1Mo ucmoib3oBanuo JMCO B
MeaunuHe [5].

B nepByto ouepens ObUIO 0OpalmieHO BHMMaHHUE
Ha CIIOCOOHOCTH JUMEKCH/IA JIETKO MPOHUKATh Yepe3
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KOYKHBIE TIOKPOBBI, TIPH 3TOM MaKCHUMaJlbHasi KOHIEH-
Tpauus AUMEKCHAA B KPOBH JOCTUTAJNIACh yiKe Yepes
2 4 OT HaHEeCeHUs Ha KOXKy [6]. CBOHCTBO TUMEKCH-
na 3¢ dexkTHBHO MPOHMKATh Yepe3 MeMOpaHbl opra-
HU3Ma CBSI3BIBAJIM C €r0 CIIOCOOHOCTHIO 3aMelaTh
BOJy B COCTaBE OEIKOBBIX T'MIPATOB KOXH, OJHAKO
TOYHBIA MEXaHHU3M 3TOr0 3pPeKTa OKOHYATEITHHO HE
Ob11 ycranoBieH [5, 6]. Eme Gonee 3aMedarennHOM
OKa3anach CIOCOOHOCTh JUMEKCHIa K TpaHCIIOp-
Ty 4epe3 KOXKY JIPYI'HX JEeKapCTBEHHBIX BEIECTB (B
OCHOBHOM HEMOHHM3MPOBAaHHBIX MOJEKYJ ¢ HeOOIb-
IO MOJIEKYJSIPHOM Maccoii), 4TO JIKUT B OCHOBE
€ro Hapy’KHOTO IPUMEHEHHs B HacTodlIee Bpems [7].
C numexcuznoMm obieryaercs NMPOHUKHOBEHHE uepe3
KOKY aHTHOWOTHKOB, TIPOTUBOBUPYCHBIX, aHTHIIAPA-
3UTAPHBIX CPEJCTB, ICTPOTEHOB, MIOKOKOPTUKOUIOB
M MECTHBIX aHECTETHKOB [7].

Co crocoOHOCTBIO TUMEKCHIA YCTPaHATh Iepe-
KHCHbIE paJMKaIbl W TOJABIATH WHQUIBTPALUIO
OMUMOP(HO-AIEPHBIMUA JIEUKOIIUTAMA W MOHOIIH-
TaMHU CBSI3BIBAIOT TPOTHBOCHAINTENLHBIE CBOWMCTBA
npenapara [8]. B vactHocTH, tuMekcua 3pGheKTUBHO
yCTpaHSeT BOCHAIMUTENbHBII OTEK B 30HE TpaBMa-
TUYECKOTO TOBPEXKICHHS, YKyCOB 3MeH, S3B U IIO-
CJICOTIEPAIIMOHHBIX PaH KOXKH, B 00JaCTH BOCCTaHO-
BUTENIbHBIX OIEpalliii Ha CycTaBax M CYXOXKMJIHSX,
CHUMAaET pa3IpakKeHHe MPH Hapy>KHOM OTUTE [5].

Jumexcun o6mangaer BIpaXKeHHBIM O0JIEYTONISIO-
IIMM CBOMCTBOM, HE TOJBKO OJOKHPYS IMpOBEICHHE
HMITyJIbCa B IEpUPEepUUECKUX HEPBaX, HO TAKKe JAeH-
CTBYS HETIOCPEJCTBEHHO Ha IIEHTPAIbHYIO HEPBHYIO
cuctemy [7, 9]. loakoxuas mabekius 10 % pactso-
pa IMMeKCHaa BeleT K MOJHON MOoTepe pacro3HaBa-
Hus 6onu B LIHC, cpaBHUMOI ¢ 3¢ dexToM MopdhuHa,
OJTHaKo OoJjiee ATUTENHHON U He YCTpaHsIeMOl HaloK-
coHoM. HeappekTHBHOCTH HATIOKCOHA TTONTBEPIK/Ia-
€T, YTO JIeHCTBUE TUMEKCH/IAa HE CBA3AaHO C BIHUSIHUEM
Ha omnuaTHbie penentopsbl [9]. Takoe xe aeiicTBuE
JTUMEKCH/Ia BOSHUKAET NMPHU BBEIEHUU B CTUHHOMO3-
TOBOM KaHaJ, MPHU 3TOM OTCYTCTBYIOT CyIlI€CTBEHHBIE
mo0ouHbIe Y3PPeKTHI [I].

Jumexkcus maeT BbIPaXEHHBIM HMHTHOWTOPHBIN
3GQeKT Ha IMUPOKHHA CHeKTp OakTepuii, rpuooB,
PHK- u JIHK-Bupycos. KoMOuHaIus ¢ ITMMEKCHIOM
[103BOJISIET BOCCTAHOBUThH UYBCTBUTEIBHOCTD K aHTH-
OMOTHKAM HJIHM HE JIOMYCTUTh (OPMUPOBAHUE aHTH-
OMOTHUKOPE3UCTCHTHOCTH [7].

Jumekcun okazaics 3pGEeKTUBHBIM IHYPETUKOM,
TaK KaK YBEJIMYUBACT JKCKPEIMIO C MOUYOM HaTpus
1 Kanus. B HEeKoTOpBIX cTpaHax OH pa3pelieH i
BHYTPUBEHHOTO TPUMEHEHHS C IIeNIbI0 CHIDKEHUS
BHYTPUYEPETTHOTO JIaBJICHUS MpPHU TPaBMax T'OJIOBHI.
[IpuMeHeHne TUMEKCHIIa ¢ 3TOH 11eNbi0 3(PEeKTHB-

HEe MaHHMTOJIA, MOYECBUHBI, KOPTHU30Ia WIH OapOu-
Typaros [5, 10].

YCTaHOBJICHO, YTO TOKCHYHOCTH JIUMETHIICYIIb-
dokcuia HU3Kas, JUANa3oH CPeIHENICTAILHON 03B
B 3aBUCHMOCTH OT IIYTH BBEJCHUS TIperapara Koie-
onercst B nuamazone 2,5-10 r/kr Macchel Tena, MpH
npueme BHYTph — 10 1/kr. [Ipenapar He Kymyaupyer,
TIepHoJ MONTyBhIBeACHUS cocTaBisieT 30-36 4, mak-
CUMAaJIbHBIN MIEPUOJ BBISIBICHHS €0 CIEOBBIX KOJIHU-
gectB — 400 9 [11].

B crpanax, e paspemiaercs €ro BHyTPUBEHHOE
BBEJICHUEC HE PEKOMEH/YETCSl KOHIICHTPAIUS BBIIIC
50 %, Tak KaKk 9TO MOXKET MPUBECTH K PHOPO3y CTCHKU
cocy/a, IepuBacKyIsIpHOMY BocrajieHuto. CIumkoM
OBICTpOE BHYTPHUBEHHOE BBEJICHUE TIperapaTa MOXKeT
NPUBECTH K PA3BUTHUIO CYJIOPOXKHOTO CHHJIPOMA.

Cpeny 10303aBUCUMBIX TOOOYHBIX PEaKIUil OIu-
caHa, TJIAaBHBIM 00pa3oM, oOparvmMasi TeMOJHTHYe-
CKasi aHeMMsl, MIPH TIPUEME CIUIIKOM OOJNBIINX 103
JUMEKCUJIa BHYTPh BO3MOXKHA TeMOpparmdyeckast
suTeponarus. Cpean moOoYHBIX 3(H(PEKTOB HE OIu-
CaHbl TI0YEYHAs WIIM TEYCHOYHAs! HEJ0OCTAaTOUYHOCTh,
OJTHAKO BO3MOXKHBI HE3HAYHUTENbHBIC TYOYISIPHBIC
quchyHKIUK (Jarie CyOKIMHUYECKHE) WA YKUPO-
Bas quctpodus rnedeHu. TeparoreHHOCTh TUMEKCHIa
MUHHMAaJIbHA ¥ CBSI3aHA C BBEJICHHMEM HEOOBIYHO BbI-
COKHUX 103 mpemnapara [5, 11]. OcHOBHBIE TPYIHOCTH
B NIPUMEHECHUU JIUMEKCHJIA CBS3aHbI C HENPHUSTHBIM
3amaxoM Iiperapara, B 0COOCHHOCTH ero MeTaboiu-
TOB. [TpubmausurensHo 3—6 % AUMEKCHIA BEIBOTUTCS
B BHJIC JAUMETWICYIb(UIa JIETKUMH, 3arax H30 pra
HACTOJIBKO BBIPAKEH, YTO MAIMEHTHI HCIBITHIBAIOT
HEJIOBKOCTb NPH OOIICHUH C APYTHMH JIFOIBMH U MO-
TYT Ja)XXe BCIEICTBHE 3TOIO OTKa3aThCs OT MpUeMa
nuMekcua [5].

[locrie akTUBHOTO M3yuYeHUs JIe4eOHBIX CBOMCTB
nuMekcra B Hadane 1960-x romoB B HOstOpe 1965 1.
BCE KJIMHUYECKUE UCIIBITAHUS Tpernapara ObUTd Tpu-
OCTaHOBJICHBI HW3-32 3apETUCTPUPOBAHHBIX B IMPO-
1ecce TOKCHKOJIOTHYECKHUX HCCIIEIOBAHUN ClTydaeB
U3MEHEHUH pedpakinu XpycTaliKa Tia3a y JKcIie-
PUMEHTAIBHBIX KUBOTHBIX. B 1968 1. xiuHnyeckoe
NpUMEHEHUE JTUMEKCH/Ia BHOBb OBLIO pa3pelicHo,
OJIHAKO pemyTalys Tpernapara Oblla CKOMIIPOMETH-
pOBaHa, ¥ MIMPOKHUX KIMHHYECKUX HCIIBLITAHUH Tpe-
napara B JIaJbHEHINEM, K COXaJICHHIO, Y)Ke He Mpo-
BOJIUJIOCK.

ILII. Tao. Tem He MeHee, IPEANPUHUMAIIUCH T10-
TBITKA OICHUTH KIMHUYECKYI0 M IKCIIEPHMEHTAITb-
HYI0 9 QEKTUBHOCTH IMMEKCHIA Y OOJTHHBIX aMHJIIOU-
no3oM. CuuTanu, 4To aMHIION]T CIIOCOOEH pa3pyuiaTh
oucynbuaHbIEe CBA3M MEXTY GUOPHIIAMU aMHJIIOU-
Jla ¥ crmocoOCTBOBaTh ero pactBopenmio [12]. Tak,
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CpPaBHEHHE pe3yJbTaTOB KOJOHOYHON Xpomarorpa-
(bun aMuIIOn1a METOIOM TeNb-QUIIBTPAIINN Ha ceda-
JIEKCe JI0 U TI0CTIe BO3JCHCTBHA JUMEKCH/ A T0Ka3ajo
MOSIBJIEHHUE MYCTHIX (Ppakinii B 30HE BHICOKOM MacChl
Y OJIHOBPEMEHHO HaIoJHeHHs 0ojiee HU3KOMOJIEKY-
JSIpHBIX (paknmii 6enKoB, uTo, Mo MHeHUIo S. Kito
U COaBT., YKa3bIBAJIO HA Jerpananuio ammiouaa [12].
[Ipu 3TOM HCciezOBaTeM OTMEUAIOT, YTO aHTHAMHU-
JouHasT aKTUBHOCTh TUMEKCHIa SBISETCS OTHOCH-
TeNbHO C1a0oii, CpaBHUMOHN ¢ TyaHUAMHOM. B npy-
rom skcriepuMmente . Kedar u coaBT. BHYyTpUBEHHO
BBOAWJIM JUMEKCHI Ha mpoTsokeHnn 60 mHei
20 MpImaM ¢ Ka3eMHOBBIM AA-aMUIOHA030M, U Y
BCEX XMBOTHBIX OTMEYAId YaCTUYHOE HJIM TIOITHOE
ncue3HoBeHue ammionsa [13].

OnpIT KIMHUYECKOTO MPUMEHEHHs JUMEKCHIa y
OOJILHBIX aMIJIOWZ030M Oazupyercsi, IIaBHBIM 00-
pa3oM, Ha ONMCAHUIX OTAENbHBIX HAONIOACHUN WIH
HEOONBITNX KIUHUYECKUX cepuit [ 14—24]. Cymmupo-
BaHUE 3TUX JIaHHBIX B TaOJ. 1 moka3bIBaeT, 4To (-
(hexT muMeKcHaa OTMEYalH, IIABHBIM 00pa3oM, TP
BTOPUYHOM MOCTUH()EKIHOHHOM AA-aMUIONI03€ U
Ipyrux ¢popmax AA-aMUION103a, TPU KOTOPBIX, TO-
BUJINMOMY, yIaBajoch 3()(EKTHBHO MOJAABUTH aMU-
JIOWJIOTEeHHOE BOCIIAJIUTEIbHOE 3a00IeBaHNe.

B.B. PameeB. Y namiero nmanuenta 3gpQexr au-
MEKCHJa COMPOBOXKJIAJICS HOpMalIu3aluend THUTpa
C-peakTuBHOTO O€IKa, 4TO MTO3BOJISIET MPEIIOIATraTh,

YTO JUMEKCHJI, B TIEPBYIO OUepelb, OKa3all IPOTHUBO-
BOCHAJINTENIbHOE M TyOepKyJlIoCTaThdeckoe Jei-
ctBue. Cpeau Hamux 12 OONBHBIX ¢ MOCTHH(EKIIH-
OHHBIM AA-amuon1030M (y 5 — OpOHXO0IKTa3UH, Y
3 — ocreomuenurt, y 1 — couetanne OpOHXOIKTa3UH,
MOCTTPAaBMATUYECKOTO OCTEOMHUETUTA W PElUJANBU-
pyrolieii Mo4ueBOi HHGEKIH BCIICCTBHAE OCTTPAB-
MaTUYeCKOM Maparieruy, y 1 — pernuanBbl abciieccoB
pa3HBIX OpPTraHoB, y 1 — oOmrast BapuaOenbpHAsT araM-
MaroOyJMHEMUsT U 0OCY)KJaeMblli NalueHT C Ty-
OepKyie30M) TUMEKCH] yAAJIOCh MPUMEHATh ¥ 4. Y
OCTaJIbHBIX MAI[MEHTOB HE Y/aBajoCh MOIIEPKUBATH
MOTHBAIMIO Ha MPUEM TIpenapaTa, B OCHOBHOM H3-3a
MPOXKMBAaHUS B yAAJNEHHBIX PETHOHAX, | MalneHTKa
OTKa3aJlach NMPUHUMATh Iperapar u3-3a €ro Hempu-
ATHBIX OPTaHOJIETITHYECKUX CBOMCTB, Y MAIIMEHTKHU C
araMmmaryoOyJIMHeMueH OTJaHo NperoYTeHre donee
9 PEKTUBHON TAaKTHKE BOCIOJHEHHS UMMYyHozaedu-
muTa HHQY3UIMHA BHYTPHUBEHHOTO MMMYHODIIOOYIH-
Ha, y | mamuenTta ¢ OpoHX03KTa3uel MmyJIbMOHOJIOTH
HACTOSUIM Ha TaKTHKE PETyspHBIX CaHAIIMOHHBIX
OpOHXOCKONHH C IMOBTOPHBIMH KypcamH aHTHOHO-
THKOB, Y | MaluenTa ¢ TSHKeIbIM PelUIMBUPYFOIIIM
OCTEOMHEUTOM TpeOOBaJIOCh CPOYHOE MPOBEACHUE
MOBTOPHOTO XHUPYPTrUYECKOTO YyAaJeHHUsI KOCTHBIX
CEKBECTPOB, OJJHOBPEMECHHO HAOIIONAIOCh OBICTpOE
MIPOrPECCUPOBaHUE aMHJIOUIHON HedpomaTun. Y
BCEX MAaIeHTOB, TPUHUMABIINX JUMEKCHI (5 T/CYyT B

Tabnuua 1/ Table 1

OnbIT NPpUMeHeHnsa gumMmeKkcuaa y 60sibHbIX CUCTEMHbBIM aMUJIOUA,030M
Experience with dimexide in patients with systemic amyloidosis

ABTOpbI OcHoBHOe 3aboneBaHue | KonmyecTso NaumMeHToB JNosa AJMCO MHTepsan
OTBETMBLLUX Ha JledeHne | 6e3 oTBeTA Ha JiedeHre Habn.

Ravid 1 coaBT. 613 13 (46 %) 7un3 13 (64 %) 8-15r/cyT 2mMec-2roga
(n=13) MB (n=3), 0 3 BHYTPb

PA (n=3), 3 0

Octeomuenut (n=1) 0 1

Tybepkynes (n=1) 1 0

BpoHxoakTasbl (n=1) 1 0

AC (n=1) 1 0

AL (n=3) 0 3
Kobayashi PA 1 0 3,6-28 r/cyT BHYTPb | 3 Mec
(n=1)
Van Rijswijk 3139 (33%) 6139 (66 %) 20-30 r/cyT BHYTPb |6 Mec — 1 rop
(n=9) PA (n=3) 3 0

AL (n=6) 0 6
Amemori 1013 15 (66 %) 513 15(33%) 3-20r/cyT BHYTpPb |2 Mec — 7 net
(n=15) PA (n=10) 6 4

BonesHb KpoHa (n=4) 4 0

BonesHb Ctunna (n=1) 0 1
Igbal Amunonpos koxu (n=50) |4 (8%) 46 (92 %) Annnunkaummn 50 % 3 mec
(n=50) pacTtBopa
Malek AMnIoNO03 MO4eBOro 4 (66 %) 2 (34%) MucTunnaumm 50 mn | 3 mec — 1 rog,
(n=6) ny3blpsi (N=6) 50 % pacTBopa

Mpumeuanue. NB — nepnoanyeckas 6one3Hb, PA — peBmaTtonaHblin apTpuT, AC — aHKMN03UPYOLLMIA CMOHANA0apTPUT, AL— NnepBUYHbI

AL-amunonpos.

MB - Familial Mediterranean Fever, PA — rheumatoid arthritis, AC — ankylosing spondylitis, AL — primary AL-amyloidosis.
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pa3BeZieHUH OOJIBIINM KOJMYECTBOM COKOB — TOMaT-
HOTO WJIM TPaHAaTOBOTO), OTMEYaJIach CTOMKast HopMa-
nu3anusi ypoBHs C-peakTUBHOTO Oellka, HacTyraja
pemMuccHs XpOHUYECKUX HAarHOCHWH (YMEHbBIIATIOCh
KOJIMYECTBO MOKPOTHI, HaOiomanach TpaHchop-
Malys THOMHOM MOKpPOTHI B CIM3HCTYIO OOOIOYKY,
YMEHBIIAIACh OJBIIIKA, 3aTATMBAINCH TI'HOWHBIA
CBUIIM B 30HE OCTEOMHUEININTA, YMEHBIIAJIOCHh YHCIIO
00ocTpeHuil THOWHOW MH(EKINH), Ha 9TOM (OHE Y
BCceX OONBHBIX HCYe3 HEPPOTUYECKUH CHHIPOM, B
TOM YHCJIE Y 2 — MOJHOCTBIO MCUe3Jia MPOTECHHYPHUA,
y 000uX TAIMEHTOB C UCXOIHOM MOYEYHON HEIOCTa-
TOYHOCTBIO KITyOOuKOBasi (hUIBTpAIlUs OCTaBajach
crabunpHOi. Takum oOpazom, 3h(HEKTHBHOCTD -
MEeKCHa TpHU BTOpUYHOM AA-amuiongose, 1o Ha-
[IeMy MHEHHIO, CBSI3aHa C €ro CIIoCOOHOCTHIO aBaTh
[IPOTHUBOBOCIIAUTENBHBIN U OaKTepHOoCTaTHYeCKUN
a¢dexT, a He pe3opOIueit aMuIoua.

JI.B. Koznosckasi (JIbicenko). Ilo-Buammomy,
MOXKHO TaKke chaeiarh Oosnee OOUIMii BBIBOI, UTO
HE TpeKpallaonecs Ha MPOTSHKEHUH HECKOJIBKHUX
JNECATUIIETUI TOMBITKU TPEAJIOKHUTh METONBI pe-
30pOLMK aMHJIOMAa JO0 HACTOSIIEr0o BPEMEHU He
nokazanu cymectBeHHon 3ddexruBHocTn. Tak, B
Havane 2000-x romoB obcykmancs mpemnapar «Du-
OpHIIEKC», KOTOPBIM pa3pyliaeT acCOIMALNI0 aMHU-
Joujia ¢ MIMKO3aMUHOTIIMKaHaMHU umHTepcTurus. 1lo
ceuzereiabcTBy L.M. Dember u coaBT. JieueHUE 3TUM
IIperapaToM He MO3BOJIMIIO TPEAOTBPATUTH MPOTpec-
cupoBanne AA-amuinono3a mouek y 27 % O0IbHBIX
(y 24 u3 89), 4T0 MOCTOBEPHO HE OTIMYATIOCH OT
OOJBHBIX, HE TOJyYaBUINX JieueHHe (UOPUITIEKCOM
[Hedponarus nporpeccupoBana y 40% (y 38 u3 94)
6ompHBIX, p=0,06], HECMOTPST HA TO, YTO CKOPOCTH
MIPOTPECCUPOBAHMS MOYEUHOW HEIOCTaTOYHOCTH Y
Jie4yeHBIX OOJIbHBIX ObliIa HIDKE, YeM B TpYIIIE Ija-
ne6o (p=0,02), 3a 1 rox kmyOoukoBas (GpUIBTpaIHs
B TpyINax CHHMXKajach, COOTBETCTBEHHO, Ha 10,9 u
15,6 Mir/mMua>xM?. TIpH 5TOM PUCK CMEPTH WK (OPMH-
POBaHUS YPEeMHH TI0 TaOIHIIaM TOKUTHS JOCTOBEPHO
HE omIHyaicid B 00enx rpymnmax (COOTBETCTBEHHO
p=0,94 u p=0,2) [25]. B Hacrosimee Bpems B pam-
KaX KOHIICTIIIUHA aMUJIOUIOPE30POITHHN 00CYKIAIOTCS
rpernaparbl JOKCUIIMKIINH, aHTuTena Kk SAP (ammuo-
UIHBIA P-KOMITOHEHT, 00CYKIaI0T B KauecTBe OeKa,
CIOCOOHOTO OJIOKHMPOBaTh pa3iIMyYHbIe AHTHUTCHHBIE
JIOMEHBl WM OMOXMMHMYECKHE CANTBI CBSA3bIBAHMA,
BO3/ICHICTBUE HAa KOTOPbIe MOXKET MHAYIIHPOBATH pac-
TBOpPEHHUE aMUJIONA), STUTAJIIOKaTexuH u ap. OqHa-
KO ¥ 3TH IIperaparbl MOT'YT 00CyKIaThCs TOJBKO B Ka-
YeCcTBE JOMOJHEHHS K IIaBHOM CTpaTeTHUH IMMHUHA-
LM OCHOBHOTO OeJKa-TpeAIeCTBEHHUKA aMIJION 1a
u3 KpoBu. HalOmromgeHne 3a OONBHBIMH CHCTEMHBIM

aMUJIOUIO30M TTOKA3BIBACT, UTO KUBOW OpraHU3M HE
MBITACTCS PACTBOPUTH aMHWJIOW, BCE MPOIIECCHI pe-
TeHEpaIliH, MO-BUANMOMY, CBOIATCA K 0OpacTaHUIO
aMUJION]1a 37J0POBOM TKAaHBIO, BO BCSIKOM CiIyd4ae, y
MAIAEHTOB C YCIEIIHO W3JICYCHHBIM aMUIIOWI030M
MOBTOpPHBIC OMOIICUM paHee MOPAKEHHBIX OpPraHOB
MO-TIPSIKHEMY OOHAPYKUBAIOT JICIIO3UTHI aMHIJIOH/IA.

Tak KakuMHU MOJEKYIIPHO-OMOIOTUYECKUMHE (-
(exTaMu MOXKHO OOBSCHUTH JICHCTBHE JTUMEKCHIA?

B.B. Pamees. [lo HalmieMy MHEHUIO, KJIMHUYE-
ckuil 3¢ (deKT TUMEKCH/Ia B OTHOIIICHUH aMHJION103a
n HopMmanu3anus C-peakTHBHOTO Oeyika y OOJBLHOTO
HE CBSI3aHBI C TIPSIMBIM IPOTUBOBOCHATUTEIHLHBIM
addexrom numekcuaa. st oObsicHeHHs IPUIXH d¢-
(EeKTUBHOCTH AUMEKCHa HEOOXOAUMO ITOHITh MeXa-
HU3MBI €ro OakTepuocTarndeckoro 3ddekra.

st aTOTO CiemyeT oOCYyANTh OTHOCHUTEIBHO HO-
BOE MOHAITHE B TCOPUH aMUJION103a — (DYHKIIMOHAIIb-
HBIM ammion. B npenctaBieHnu OONBIINHCTBA Bpa-
Yeil aMHIJIONI03 BCETNa SIBJSICTCSl MATOJIOTHYECKUM
(heHOMEHOM, OJIHAKO JIaHHBIC MCCJICIOBAHUN ITOKa-
3BIBAIOT, YTO CYIIECTBYET IMMPOKUN KJIacC BaphaH-
TOB (DYHKIIMOHAJIBHOTO aMHJIONJa, 03 MPOAYKIIUU
KOTOPOTO HEBO3MOXKHO BBITMIOJIHEHUE (DU3HOIIOTH-
yeckux (DYHKIUI OpraHu3Ma Wind oOecreyeHue ero
BBDKHMBAEMOCTH BO BHeIIHeH cpene. [Ipuuem QyHK-
[IUOHAJIbHBIC (POPMBI aMHUIION103a MPEICTABICHBI Ha
BCEX dTarax OMoJIOTHYECKOH IBOMIOLMHU OT OaKTepuit
IO BBICIITUX KUBOTHBIX M UEJIOBEKA.

[Tpumepamu PyHKIIMOHATHLHOIO aMUJIOMIA SIBJIS-
FOTCSI KOMIIOHEHTHI ITay THHBI TIAyKOB, Ienka [26, 27],
KOTOpBIE 00€CIICUYMBAIOT COYCTAHHE CBOWCTB DJia-
CTUYHOCTH M OTHOBPEMEHHO MPpoYHOCTH. Elte 6omee
MOyYHTENIeH puMep (PyHKIIMOHATHFHOTO aMUJIOUIA Y
MUKCHH. JTO OY€Hb HEOOBIUYHBIC JKUBOTHBIC, JKHUBY-
e B Mope. Ha 3BOTIONIMOHHOM JIECTHUIIE MUKCUHBI
CIIeNTaii HECOMHEHHBIN IIar Ha MyTH K phIOaM — Mpu-
obpenu Xopy, Yepen, xKabpbl, HO HACIECTOBAIN Yep-
BEOOpa3HBIM HE3aMKHYTYIO KPOBEHOCHYIO CHCTEMY.
HeoObI9HpIM CBOMCTBOM MHKCHH SIBIISICTCS CIIOCOO-
HOCTh B CJIy4dae OMAacHOCTH WM, HA00OpOT, MpU Ha-
najgeHnu Ha peI0 B Tedenne 100 mc obpazoBats 110 1 11
CJIM3H, TOM CIM3bI0 MUKCHHBI 3a0MBalOT jkaOepHbIe
menu u OJOKUPYIOT JABIXaHUE PBIO, TOCIE Yero Iu-
TarOTCs ATOU phIOO. MUKCHHBI HAHOCST 3HAYUTEIIb-
HBIN Bpen ppI00I0BCTBY. PriOaku y OeperoB AHIINH,
3amamuoit lIBennn u HOxHoit Hopmerwm ObiBaroT
BBIHYKJICHBI 9acTO MCHSITh MECTa JIOBA, MOCKOJBKY
«Haberm» MHUKCUH MOTYT OCTaBUThH UX 0€3 JOOBIUM.
HccnenoBanne CTPyKTYPHI CIIM3U MUKCHH ITOKA3aJIo,
YTO OHA CONEPIKUT HE TOJHKO IMOJIMCAXAPHUIHBIN KOM-
MOHEHT, HO Takke OenkoBbie GpuoOpmuibpl. HaOyxanue
BBIJICTIIEMOM CJIM3U MO/l BIUSHUEM MOPCKON BOJIbI
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MPUBOJUT K PACTSDKCHUIO (UOPHILI, 2MaCTHYHOCTD
KOTOPBIX TTO3BOJISIET UM YJUIMHSTHCS B COTHH Pa3 — JI0
10 cm. IIpoBeneHHbIE SKCIIEPUMEHTHI TIOKA3aId, YTO
B TIPOLIECCE pacTsHKEHUS 3TH GUOPHILIBI HAog001e
PE3UHBI TPEO0JICBAIOT OIpPEAeIEHHBIA MOPOTr 3Ja-
CTHYHOCTH, I10CJIe KOTOPOTO MX AJIACTHYHOCTH PE3KO
CHIDKAETCSI, TPOUCXOJUT YIUIOTHEHHE CTPYKTYphl. B
3TOM COCTOSHUM (DPUOPUIIIBI TPUOOPETAIOT CIIOCO0-
HOCTh (PUKCHPOBATh KOHIO KPAaCHBIN U JAIOT 3€JIEHO-
BaTOC CBEUCHHE MPU MHUKPOCKOIHHU B MOJISPU3OBAH-
HOM CBET€, T. €. CTAHOBATCS aMMJIOUJOM. AMUIIOU/-
HBIH Xapakrep 3TUX (pUOPHUIIT MOATBEPKIAIOT TaKXKe
JAaHHBIE PEHTTEHOCTPYKTYPHOTO aHAJIN3a, yKa3bIBaIO-
[IMe Ha HaJW4YKhe YIOPSJIOYCHHBIX 0eTa-CKIaadaThiX
CTPYKTYyp amuiouanoro tuna [28]. Takum oOpaszom,
CBOMCTBO aMHJIOHWJAa MOXKET OBITh MPHOOPETEHO H3-
HayaJIbHO HEaMHJIOUTHBIMU (PUOPHILIIAMH.

MHorue pacTeHus, MapasuTHPYIONIUE OpPTaHu3-
MBI, UCTIOJIb3YIOT 3JIACTHYECKHE CBOMCTBA aMHIJIOH A
B Ka4eCTBE aJre3MBHOI0 Marepuaia Jjs pUKperuie-
HUS K PA3IMYHBIM IOBEPXHOCTAM [26].

Y MJIEKONUTAIOMUX M YeJOBEeKa aMMJIOWHBIE
CBOWMCTBa CIIOCOOHBI TPUOOpETATh TaKXKe HUTH (U-
OpuHa B mporiecce aerpaaanuu GuOPUHOBOIO CrycT-
ka. BeposTHO, mpeapacnonaokeHHOCTh K (HOpMHUPO-
BAaHUIO aMWJIOWJA 3aJOKeHAa B MCXOAHON CTPYKTY-
pe ¢ubpuna. Ilo muenuto O. Kranenburg u coasrT.
[29], MHoroumciaeHHble (parMeHTBl Kpocc-OeTa-
CKJIa14aToi KOH(OPMAIIUH B €T0 COCTABE BBITTOIHSIOT
(byHKIIMIO Ba)KHBIX JIOMEHOB («ITOIMOCTKH T10 BBIpa-
keHuto S. Jarvis u coaBT. [26]), HCOOXOOUMBIX IS
CTUMYJISIIIMU TKaHEBOTO aKTHUBAaTopa IUIa3MHHOTEHA
1, COOTBETCTBEHHO, Ha4ajia MPOIECCOB Jerpajaluu
¢bubpura. C TOMOMIBIO ITUX OMOXUMUYICCKUX MOTH-
BOB 00€CIIeUNBAETCS TaKKe JIOKAJIU3AIHS IPOLIECCOB
¢bubpuHOTM3a Ha MOBepXxHOCTH PubpuHa. [Ipupoga
9THX TpaHchopMmanuii, BO3MOKHO, TIO3BOIUT 0ObsIC-
HUTh MEXaHU3MBbI Pa3BUTHS PEJIKON HACIIECTBEHHOM
(dopmbl GUOPUHOTEHOBOTO AMUIIOU103A.

B Hacrositiee Bpemsi BBISICHEHO, 4TO (YHKIHO-
HAJBHBIA aMIJION MOXKET (POpPMHUPOBATH HE TOJIBKO
BHEKJIETOUHBIC JICTIO3UTHI, HO TAaKXKe BHYTPUKIIETOY-
HbIE MaKpOMOJIEKYJISIpHbIE OENKOBBIE KOMILIEKCHI.
Haubonee n3ydeHa mpomyKIus TaKOro BHYTpHUKJIE-
TOYHOTO aMWJIOMJA, MPEIIIeCTBEHHUKOM KOTOpPOTO
ABJISIETCS] TMPOAYKT AETPajalliil TPaHCMEMOpPaHHOTO
6enka Pmell7, HeoO6X0auMOTO0 IS CHHTE3a MEJTaHNHA
B MEJAHONUTAX KOXH [26]. DTOT 6eJI0K M3HAYATLHO
(cramus 1) cuHTe3upyeTcs Ha MeMOpaHe PHIOIIIA3-
MaTHYECKOTO PETHUKYJIyMa, Mepexol MeMOpaHHOU
gacTu 3Toro 6enka (Mf) B cBoOOnHYIO CyOBETUHUITY
(Ma)) B mpocBeTe KaHAIBIIEB PETUKYIyMa YKPEIUICH
TaKkke OUCYTb(QHIHBIM MOCTHKOM. B TakoMm BHje
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Pmell7 moctymaer B xomruiekc [ombmku, Tae mMom
BJIMSIHMEM TIPOTPOTEHMH KOHBEPTa3bl ITOJBEpraercs
MPOTEONN3Y B 30HE KOHTaKTa cyObenuuun M u Ma
(cranus 2). Ilocne aToro o0e cyObenNHUIIBI YASPKU-
BAIOTCSl BMECTE TOJIbKO Onaromaps OucCyIb(PUIHOMY
MocTuKy. Ha aTom stane komruiexc [ombmxu dop-
MHUpYET CIEeNUAIN3UPOBAHHYIO JIM30COMY (MelaHo-
coMy), Tocie yero MemoOpanHas yacte Pmell7 (M)
nojiBepraercs Aerpagannu (craaus 3). 9To mpUBOIUT
K O0CBOOOXKIEHHIO Mol U TIOCTYIIJICHHUIO 3TOH CcyObe-
JIUHUIIBI B TIPOCBET MeJaHoCOMBI (cTamus 4). Hauun-
Has ¢ TpPeThel W Ha YETBEPTOH CTaINH, CBOOOIHBII
nporeud Mo (opMHpYeT B MPOCBETE MEJIAHOCOMBI
aMUJIONIHbIe (PUOPUIIIBI, KOTOPBIE CITyKaT MaTpHIleh
JUISL CHHTE3a MeTaHuHa [26]. AMIIIONAHAs MaTpHUIa
ABIISIETCS Takke (PaKTOpOM yHpaBiIeHUs OHOXUMUYe-
CKOM peaklMel CMHTEe3a MEJIaHWHA, B TOM YHCIE 3a-
HIUTHI KIETKU OT TOKCUYECKUX 3PPEKTOB MEJIaHMHA.

B cBsi3u ¢ QyHKIMOHAJIBHBIM XapaKTepoOM aMU-
Jlouia BO3HUKAET 3aKOHOMEPHBIN BOIIPOC O TOM, Kak
OpraHu3M Hu30aBIIeTCS OT TAKOTO aMMJIOWJa IMOCIe
BBITIOJIHEHHUS UM cBoeil pyHkiu. B ciiyqae MaP™me!!7-
ammona mu3uca GUOPHILT He MMPOUCXOTUT, ITUMU-
HaIMsl 3TOT0 aMUJIOMAa OOECTeUnBaeTCs CIyIIMBa-
HUEM 3IIHJIEPMUCA 10 MEPe 3aBepIICHHUs )KU3HEHHOTO
nukia MenaHonuta. OUOPUHOBEIN aMWION] TaKKe
MOJIBEpraeTcs JUIIb HEMOJHOMY JIU3UCY, a TIPEeuMy-
IIECTBEHHOE 3HAYEHHE MMEIOT MPOIECChl OpraHu3a-
UK TpoMOa ¢ 0OpacTaHueM SHIOTEINEM U Pa3BUTHE
KOJUIaTepabHOTO KpoBOTOKa. Cpeay MHOTOYHCIICH-
HBIX (OPM BHYTPHKIETOUYHOTO (PYHKIIMOHAIHHOTO
aMUJION/Ia YeJIOBeKa, IEPEUHNCICHHbIX B Ta0I. 2, ToKa
He HailIeHO XOPOoII0 TOKYMEHTHPOBAHHBIX OITHCAHUN
CaMOCTOSITETILHOTO JIN3MCAa aMUJION/IA KUBOW KJIEeT-
KOM, SIIMMUHAIIHS TAKOTO aMHJION 1A OCYIIECTBIIAETCS
YK€ Ha ypOBHE OpraHH3Ma I10 3aBEpIICHUH KUZHEH-
HOT'O IIMKJIa KJIeTKU. Tak, BayKHOE Opyue HeuTpodu-
JIa TI0 CUHTE3y MHTepliedKnHa-1 KpUOMpPHUHOBAs UH-
¢dmammacoma, cojpepKamas JUIMHHBIE MOJIMMEPHBIC
MTOBTOPHI aAanToOpHBIX 0enkoB ASC u mpokacmassi-1
U SIBJISIONIASICS B COOPaHHOM BUJIC PYHKIIMOHATBHBIM
amumonsioMm [30], mo 3aBepHIeHNH OMOXUMHYECKOTO
[UKJIa, TTO-BUINMOMY, HE pa3pyliaeTcs, a HaKaIlIu-
BasiCh, CTAaHOBUTCS (pakTopoMm THOenu Helrpoduia
(HeTo3, WM MHPOMNTO3), KUIHEHHBIN MK KOTOPO-
ro He mpesblmaeT 4-5 cyt. Jlpyroil BapuaHT QyHK-
[IMOHAJILHOTO aMIJION/IA CBSI3aH C MPOTENHKUHA3aMHU
Mexpenentopaoro B3aumonerictusi (RIP1, RIP3),
KOTOpbIe (POPMUPYIOT aMUIOUIHBIC PUOPHILIBI B 1IH-
TOIIIa3Me B BUJIE HEKPOCOMBI, 3aITyCKaroIIel KIeTod-
Hy10 cMepTh. Hao6opor, uarudurus RIP1 u RIP3 we-
KpOCTaTUHOM-1 TI03BOJIIET MPEIOTBPATUThH KIIETOU-
Hyto cMepth [30]. Juchynkuus COP9-curuamocombl
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Tabnuua 2 / Table 2

HanGonee nsyyeHHble BapnaHTbl 0e5koB, popmMupylowmx GyHKLMOHaNbHbIV aMmunong,
y YesioBeka U HeKOTOPbIX APYruX OpraHM3MoB

The most studied variants of proteins forming functional amyloid in humans
and some other organisms

Benok Xo3auH DyHKUMS B pACTBOPUMOM COCTOSIHUM
Sup35 Lpoxokn TepMuHaLma TpaHCAALUN

Mod5 HApoxokn MN3oneHTeHunTpaHchepasa TPHK
CPEB Mopckue ynuTku, po3odpusibl AKTVBATOP/PENPECCOp TPAHCKPUMLN
Pmel17 Yenosek CurHTE3 MenaHnHa

RIP1, RIP3 Yenosek KunHasbl

p62 Yenosek Ob6pa3oBaHne CEKBECTPOCOMbI
GW182 Yenosek O6pa3oBaHue P-tenel,

RCK/p54 Yenosek O6pas3oBaHue P-Tenel,

TIA-1 Yenosek O6pa3oBaHme CTpecc-rpaHyn

MPUBOAUT K HAPYLIEHHIO pabOThl YOUKBUTHHOBOU
[IpOTeacoMbl, OOECHeYUBAIOIIeH Jerpajaluio pas-
JMYHBIX OEJTKOB KIIETKH. B pe3ynbrare 3TOro B KiIeTke
HakKaruiMBaeTcs: pb2-aMuIIou, YTo, B KOHEYHOM HUTO-
re, yepe3 HapylleHHEe CHCTeMbl 00pa30BaHUS ayTo-
(harocom M, COOTBETCTBEHHO, IIANIEPOHOBON 3aIIUTHI
MPUBOAUT K KieTouHoi cMmeptu [30]. IIpuBeaeHHbIX
MIPUMEPOB JTOCTATOYHO, YTOOBI MPOIEMOHCTPHUPO-
BaTh, YTO HAJICKHBIX OMOXMMUYECKUX MEXaHHU3MOB
Jerpaganni QyHKIMOHAIBHOTO aMHUJIOW/a HA YPOB-
HE KJIETKM IOKa He HalJeHo. DyHKIMOHAIbHBII
XapakTep 3TOro aMHjouaa 0OecTieYrBaeTCs 3a CUeT
(U3NOITOTHYECKUX MEXaHM3MOB aJlal Tl Ha YPOB-
He 11e510ro oprann3Ma. TakuM oOpa3omM, B HacTosIIEe
BpeMsi ellle He HaiIeHO AOCTaTOYHBIX (H3HOJIOTH-
YEeCKUX OCHOBaHM, 4TOOBI B JICUEHUH aMUIION/103a
OIUPAaThCS Ha MIPUHIIMII €T0 PE30pOIIHH.

Onnako B chny4yae NOCTHH(EKIHOHHOTO AA-
aMIION1032 UMEETCS ellle OJMH YYaCTHUK MaTojio-
FHYECKOro Tpoliecca — GakTepusi, BbI3BaBIIas XPOHH-
yeckoe BocrnasieHue. McciaenoBanus MOCIeaHUX JIET
MOKA3bIBAIOT, YTO MHOTHE MUKPOOPTaHU3MBbI CIIOCO0-
HBI K TMPOAYKIHH COOCTBEHHOTO (PYHKIHOHAIBHOTO
aMWIoN/1a, pa3pylieHne KOTOPOro MOKET OBITh KpH-
THYECKUM (PAKTOPOM BBDKHMBAHHS MHUKPOOPTaHU3Ma.

Y MHOrMX BHJOB I'puOOB NMPOAYKLMS aMUIOH]I-
HBIX (QUOpWIII, cocTosAmMX M3 OenKkoB Tuapododu-
HOB, TO3BOJIIET KJIETKaM NMPOTHUBOCTOSTH M3JIMIIHEN
BIOXHOCTU cpeabl [26]. JposxkeBbie TPUOBI CIIO-
COOHBI CHHTE3UPOBaTh aMHJIOH]I IPHOHOBON CTPYK-
TYpBl, KOTOPBI MO3BOJSET KOHTPOIMPOBATH POCT
COOCTBEHHOM KOJOHUH WIJIM OTTOPaKUBAThCS OT KOH-
KypEHTHBIX MOMYJISIUH rpuboB, n3derath Oakrepu-
anpHOU arpeccuu [26]. brnaromapst HHPEKIIMOHHBIM
CBOMCTBaM TPUOHOB 3TH OEJKH MOTYT OBITh (haKTo-
POM pacnpoCTpaHEHUs MOJIE3HbIX (DEHOTHIUICCKHX
CBOWCTB Cp€Id YYacCTHHUKOB JIPOKKEBOW KOJIOHUH
[26].

OtkposenneM Hadana 2000-x TomoB cTasio 0OHApY-
JKEHUE TOTO, YTO BaYKHEHIIIMM KOMITOHEHTOM OHOTLIe-
HOK MHOTHX OaKTepHid TaKKe SBISIOTCS aMHIIOMTHEBIC
¢udpuiet [31]. Cpenu Takux GuOpwI, B IEpBYIO Ove-
pelib, CleyeT YIOMIHYTh TaK Ha3bIBAEMBbIE «JIOKOHBD)
(curli) sHTEpOOAKTEPUT PA3TUUHBIX PONIOB. «JIOKOHBDY
MPENICTABISIIOT CO0O0M BBICOKOAIPETHPOBAHHBIC TOH-
KHE TOBEPXHOCTHBIC (UOPHUIIIBI, MPOAYIHPYEMBIC
SHTEpOOaKTEepUsIMHU, 00JaNAIONINe KOHTOpWINEH U
CBOMCTBOM JIBOMHOTO JIy4€IIPEIIOMIICHHUS.

buoruieHkn Ha3bIBAIOT «OPraHeIioNn» aare3uu
K BBIOpAaHHOMY MECTy KoJloHM3anuu. [Ipuuem Owo-
TUIEHKH TI03BOJISIIOT TAaK)K€ aKTUBHO MPUKPEIUIATHCS
K MHEPTHOW aOMOTeHHOW MOBEPXHOCTH (CTEKJIO, HE-
PrKaBEroIas CTalb, MOJUCTUPEH, TEQIIOH ), SBIISIOTCS
(axTopoM pacnpocTpaHeHHsI OAKTEPHl B OpraHu3Me.
Haubosnee akTUBHBIN CHHTE3 OMOMJICHOK XapaKTepeH
JUISL SHTEpOOAKTepHUl, HHAYIUPYIOIIUX TeMOpparuu
B KUIIEYHHKE, MPOJYLUPYIOIINX SHTEPOTOKCHH, BBI-
3BIBAIOLINX CEICHC. BHOTIIEHKH CHOCOOHBI CBS3HI-
BaTbCsl ¢ OEJNKaMU HKCTPAICIUTIONISIPHOTO MaTpUKCa,
OenKaMy KOHTaKTHOU (a3bl (laMUHUH, GUOPUHOTEH,
koarymsinnonneiii pakrop XII, O6panukunun), Toll-
MOAOOHBIMU PENENTOPaMU W aHTUTEHAMHU TJIABHOTO
KOMIUIEKCA T'HMCTOCOBMECTUMOCTH, aKTHUBHPOBAThH
ruiasMuHored. [loka3aHo, 4To OOJNBIIMHCTBO MEX-
MOJICKYJISIPHBIX B3aUMOJICHCTBUN OHOIICHOK HYHTE-
pobakrepuii oOecrieunBaeTCsi MOJICKYISIPHBIMH JIO-
MEHaMU Ha aMIJIOUIHBIX <«JIOKOHax» [26]. ITomumo
aJre3uBHOM (DYHKIIMM M 3aXBaTa HOBOW 3KOJIOTHYE-
CKOW HUIIM, OMOIUICHKH SIBJISTIOTCS (haKTOpOM 00be-
JUHEHUSI W 3alUThl OaKTEpUAIBLHOTO COOOIIECTBa,
0COOEHHO TAaKMX KaK SJHTEPOOAKTEPHH, HECTIOCOOHBIX
K oOpa3zoBanuto criop. Hanmpumep, kuiednas najaod-
Ka HaYMHAeT aKTUBHYIO SKCIPECCHI0 OMOIUIEHOK IpU
temmeparype Hmwke 30 °C u B yclnoBusX JeduuuTa
HyTpUeHTOB (a30ta, (ocdaros, xkeieza) WM TpU
MOBBIIIEHUN MapIUaIbHOTO JaBJICHUsS KHUCIOpOoAa B
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cpene oburtaHus, B MpUCYTCTBUH 4 % dTaHONA WIH
IIPYU HU3KOW OCMOJIIPHOCTH. BHOIUIEHKH YCTOMYMBBI
K TaKOMY JETEPIeHTY, KaK JOJCIUICYIb(ar-HaTpuid
WU TPOTea3aM, SIBISIFOTCS 3aIUTONH OT pa3sIUYHBIX
AHTUMUKPOOHBIX areHTOB (MEPEKHCh BOIOPOIA,
HMOHBI aMMOHHUS, XJI0p). B cocraBe OmomieHok pes-
KO YBEJIMYHMBACTCS BBDKUBAEMOCThH DHTEPOOAKTEpHH,
OHH MOTYT B ATOM CIIydae IJIUTCIBHO HAXOIUTHCS
BHE ONTHMAJILHON IKOJIOTHYECKON HUIM (BHE Opra-
HH3Ma XO35MHA).

AMunon HalWIeH B cOCTaBe OHMOINIEHOK CaMBIX
pa3aMuHBIX OaKTepHabHBIX ceMelcTB: Proteobacte-
ria, Bacteriodetes, Firmicutes, Chloroflexi, Actino-
bacteria, Mycobacteria u ap. [To-Bunumomy, criocoo-
HOCTBIO JIM3UPOBATh AMIJIOU B COCTaBE OMOIIIICHOK
MOXHO OOBSICHATh OaKTEPUOCTATHYCCKUHA APPEKT
JTUMEKCHIA, YTO CO3MACT MEPCICKTUBY JJI €ro MpH-
MEHEHHS HE TOJILKO B JICUCHUH ITOCTUH(EKIIUOHHOTO
AA-amMunonio3a, HO ¥ B 00pb0e ¢ aHTHOMOTHKOPE3HU-
CTCHTHOCTBIO OaKTEpHid, HAPUMED, MPU PEIUIUBU-
pyrorieit MmoueBoit nHpekuu. OaHAKO IS MOTyde-
Hus 3 deKTa BaXKHOE 3HAYCHUE UMEET CUCTEMaTH-
HOCTh W JUTUTEIBHOCTD JIeUeHUs mpemaparom. [Ipu
HECOOTIONCHUH 2TOTO YCJIOBHS HJIM HEOMIPABIaHHOM
pacmiupeHun MoKa3aHWW K MPUMEHEHHIO Mperapa-
Ta, MMO-BUANMOMY, BO3MOXXHO Pa3BUTHE JUMEKCHIO-
PE3UCTEHTHOCTH OaKTepHii, MOAO0OHO AHTHOMOTH-
KoycTtoiumBocTh. Tak, mo maHHbIM Ji Youn Lim u
COABT. BO3/ICHCTBHE TUMEKCHJIOM, SIBJISISICH (haKTOPOM
arpeccHm, MOXKET BBI3BIBATh PEAKIINIO YCHIICHUS TIPO-
TYKITAU «JIOKOHOBY» KHIIICUYHOH mamoukoit [32].

JI.B. Ko3noBckasi (JIbiceHko). B 3akioucHme
CJIEIyeT OTMETHUTH, UTO OTKPHITHE B TTOCIICTHUE TOIBI
dbopMm (HYHKIIMOHAIBHOTO aMIJIOHAa HWMEET CyIIe-
CTBEHHOEC 3HAYCHUE VISl TOHUMAHUS IMaTOTeHE3a BCEX
(hopm aMumION032a, CO3/1a€T UIMPOKHUE BO3ZMOKHOCTH
JUTST DKCTICPUMEHTATbHOM OLIEHKH HOBBIX TMTOAXOIOB K
JICUCHUIO HTOTO 3a00seBaHus. B To ske Bpems, mpen-
CTaBJIEHHOE HAOJIO/IEHUE TTO3BOJISIET MPOJEMOHCTPHU-
pOBaTh BO3MOXKHOCTH U TPAIUIIMOHHBIX METOJIOB JIe-
YEHUST aMUJIONI034.
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E.U. IIpoxonenxo®, P.O. Kanmapus, A.B. Bamasun, C.A. Ilacos

TAXENAA AHEMISA, BbI3BAHHAA MAPBOBIPYCOM B19,
Y MAUMEHTKN C OYHKUNOHWNPYIOLLMM PEHAJTBHBIM
TPAHCTJTAHTATOM: KITMHNYECKOE HABJIFOLEHWNE

Kadenpa TpaHcnnaHTonornm, Hepponormm 1 NCKYCCTBEHHbIX OPraHoB dakysbTeTa YyCOBEPLLUEHCTBOBaHMSA Bpayen, MockoBCkuin o6nacTHomn
Hay4YHO-UCCNeaoBaTeNbCKUA KIMHUYECKUIA MHCTUTYT uM. M.®. Bnagumupckoro, Mocksa, Poccus

PEDEPAT

MHpekuus, BbizBaHHas napsosupycom B19 (PV B19), MoxeT Bbi3blBaTb Y PELUMMEHTOB PEHAsIbHOr0 TpaHCMniaHTaTa napum-
aNbHYIO KpacHokNeTo4Hyto annasunio (MKKA) n Taxenyto HOPMOXPOMHYIO aHEMUIO, PE3UCTEHTHYIO K IEHEHUIO 3PUTPONO3TU-
HOM. AKTVBHas NapBOBUPYCHas MHDeKLMS pa3BnBaeTcst 0ObIYHO B NMePBbIe MecsLUpbl Nocse TpaHcnaaHTaunm nodku (TrM), Ho
He BCeraa ConpoBOXAAETCs KIIMHNYECKON cuMmnToMaTukon. Yactota PV B19-accoummnpoBaHHO aHEMUM HEBBICOKA — He 60-
nee 1-1,5 %. NoareepxaeHnemM aTMonorum 3abosieBaHnsi, TOMUMO XapakKTePHOM MMCTOI0MMYEeCKOMN KapTMHbBI KOCTHOMO MO3ra
(CHWXeHMe Yncna sapuTPOKaApMOLMTOB MeHee 5 % Npu COXpPaHHOM MMENTIONO33€e 1 Merakapuonoase, NosiBieHne eANHNYHbIX
rMraHTCKMX NpoHopMobnacToB), snsetcs obHapyxeHne JHK PV B19 B kpoBu n/mnmn koctHoM mo3re. ObHapyxeHue cneum-
duryecknx aHTuTen knacca IgM K napBoBUPYCY MrpaeT MeHee 3Ha4Y1MYI0 POJib B NOATBEPXOEHUN aKTUBHOM NHdekummn PV B19
y naumeHToB nocne TI1, nonyyaowmx MMMYHOCYNPECCKBHYIO Tepanuio, N He OOMMKHO UCMNOJb30BaThCs Kak €ANHCTBEHHbIN
MeTog amarHocTukm. Cneundunyeckoro NPOTUBOBMPYCHOMO fieyeHns nHbekumm PV B19-nHdekunn He cyuecTByeT, noaTo-
MY MPUMEHSIOTCSA ApYrme Noaxoabl K Tepanun: peaykums UMMYHOCYNPECCUN, TPaHCHY3NN 3pPUTPOLMTHON MacChl, BBEAEHWE
BHYTPUBEHHOIO MMMyHornobynuHa (BBUIM). B cTtatbe onucbiBaeTca KnHMYeckoe HabnoaeHne nauneHtkm 33 net ¢ XbIM 5
cTagun, y KoTopow Yepes 4 Hep, nocne ycnewHom Tl pa3Bunach Tsxenas HOpMOXPOMHasi aHEMUS, PE3UCTEHTHAS K IEHEHUNIO
3PUTPOMNO3TUHOM. [PU LUTONOrMYECKOM UCCELOBAHMM KOCTHOrO Mo3ra BbisiBfieHa NMKKA, a B kpoBM NaumeHTkn 06HapyxxeHo
6onbLioe yncno konuin AHK PV B19, npu aTtom aHTtutena k napeosupycy IgG n IgM He BbisBnsnnce. CHUXeHne MMMYHOCY-
npeccun (0TMeHa MMKOMEHO0BOM KMCOThI), MOBTOPHOE BBeAeHne BBUI B cymmapHon no3e 147 r npuseno 4yepes 5 mec
NeYeHns K CTOMKOM HOpManusaummn Yyncna SpuTPoLMTOB M YPOBHS reMornoburHa. MNpur aToMm GyHKLMS peHaNbHOro TpaHcnaaH-
TaTa B Te4eHme BCEro nepnoaa HabnoaeH1s octaBanacb HOPManbHOWN.

Kniouesble cnoBa: napBoBUpPYyC B19, aHeMud, TpaHCnaHTauna novykn, MMMyHocyrnpeccua

E. Prokopenko®, R.O. Kantariya, A.V. Vatazin, S.A. Pasov

SEVERE ANEMIA CAUSED BY PARVOVIRUS B19 IN A PATIENT WITH
FUNCTIONING KIDNEY TRANSPLANT: CASE REPORT

Department of transplantology, nephrology and artificial organs, Postgraduate Medical Faculty, M.F. Vladimirsky Moscow Regional Research
Clinical Institute, Moscow, Russia

ABSTRACT

Parvovirus B19 (PV B19) infection can cause pure red cell aplasia (PRCA) and severe normochromic anemia resistant to treat-
ment with erythropoietin in renal transplant recipients. Active parvovirus infection usually develops in the first months after
kidney transplantation (KT), but is not always accompanied by clinical symptoms. The incidence of PV B19-associated ane-
mia is low - not more than 1-1.5 %. A confirmation of the etiology of the disease, in addition to the characteristic histological
picture of the bone marrow (a decrease in the number of erythrokaryocytes of less than 5% with preserved myelopoiesis and
megakaryopoiesis, the appearance of single giant pronormoblasts), is the detection of PV B19 DNA in the blood and / or bone
marrow. The detection of specific IgM antibodies to parvovirus plays a less significant role in the diagnosis of active PV B19
infection in patients after KT receiving immunosuppressive therapy and should not be used as the only diagnostic method.
There is no specific antiviral treatment for PV B19 infection, therefore other approaches to therapy are used: reduction of im-
munosuppression, transfusion of red blood cells, administration of intravenous immunoglobulin (IVIG). The article describes
the clinical observation of a 33-year-old patient with stage 5 CKD who developed severe normochromic anemia resistant to
treatment with erythropoietin 4 weeks after a successful KT. A cytological examination of the bone marrow revealed PRCA, and
a large number of copies of PV B19 DNA were detected in the patient’s blood, while antibodies to parvovirus IgG and IgM were
not revealed. A decrease of immunosuppression (withdrawal of mycophenolic acid), repeated administration of IVIG in a total
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dose of 147 g resulted to lasting normalization of red blood cells number and hemoglobin level after five months of treatment.
The function of the renal transplant remained normal throughout the observation period.

Keywords: parvovirus B19, anemia, kidney transplantation, immunosuppression
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BBEAEHUE

Wndexnus, Bei3BaHHas napBoBupycom B19 (PV
B19), mmpoko pacmpocTpaHeHa B OOLIeH MOmyIs-
LUH, TIPH 3TOM Yaie OO0JICIOT JETH U MOJIOIBIC JIFOIIH.
Y MMMYHOKOMIETEHTHBIX JIML[ MTapBOBHUPYCHAs HMH-
(exys IpoTeKaeT yale BCero CyOKIMHUYECKH WIIH
Kak OoCTpoe 3a00JIeBaHHE C Pa3HOOOpPa3HBIMH CHM-
NTOMaMH — OT JINXOPAJIKH, HEJIOMOTaHHS, MUAJITHHA
U apTpajruil, KOXKHBIX BBICHIIIAHUN, AHEMHUH, HEU-
TPOICHNUH, MOHOLIUTO3a A0 OoJiee TSKENIBIX KIHMHU-
YECKHX MPOSIBICHUI: TelaTuTa, KapAnuTa, IopaKeHUH
LEHTPaIbHOU 1 IepreprIeCKON HEPBHOW CHCTEMBI,
BacKyJINTa, TeMo(arouuTapHOro CHHAPOMa, TPOMOO-
THYECKOH TPOMOOLIUTONCHNYECKON My PITypHI U Ap., &
TaKXe HEMMMYHHOH BOJISHKH IIJI0/1A U 1aXKe €ro BHY-
TPUYTPOOHOH THOEIM B Cllyyae TPaHCIUIALCHTAPHOM
niepenauu Bo3Oymurens [1-3].

VIMMyHOKOMIPOMETHPOBAaHHbIC MAalMEHTHI, U B
UX YUCJIE — HAlMEHTHI OCIe TPAHCIUIAHTALUHY TOUYKH
(TII), momyuaromue MOCTOSHHYIO HMMYHOCYIpeEC-
CHBHYIO TEpanuio, UMEIOT IMOBBIIICHHYIO IMpeapac-
MOJIOKEHHOCTh KaK K MEPBUYHBIM BHUPYCHBIM HH-
(bexuusiM, Tak U K UX PEaKkTHBALUHN U JJIUTEILHOMY
nepcuctupoBanuio [4, 5]. He sBisieTcss HCKIIOUEHU-
€M M mapBOBHpYCHas MH(peKuus. B Teuenue mnepso-
ro rozga nocie TII npumepno y 10% peunnuenTos
onpenenserca JJHK PV B19 B kposu, uro cuze-
TEJILCTBYET O €ro aKTUBHOCTH, HO B OOJBIIMHCTBE
CllyyaeB peIUIMKalMsi BHUpycCa HE CONPOBOXKIACTCS
KIMHUYECKON cuMnToMaTukou [6]. OnHaKo y yacTu
PEIUIHEeHTOB MoYeyHoro aimtorpanciuianTara ([1AT)
PV B19 moxer ObITh NPUYUHON TSKEIOH aHEMHUH
U XPOHUYECKOM MaplUHUalbHONH KpPAaCHOKJIETOUHOU
arrasuu (IIKKA), nHorma B codeTaHHH ¢ KOXKHBIMH
BBICBIITAHUSIMH, apTPAITHSIMU, MOBBIIICHUEM TEMIIC-
parypsl Tena, nuchyHKIOHEH TpaHcuaHtarta [7-9].
I[IKKA xapakrepusyeTcsi HapyLICHUEM 3SPUTPONO3-
3a MPU COXPAHHOM MHEJIONO’3¢ M MErakapHoIod3e,
YTO BBI3BIBACT Pa3BUTHE HOPMOXPOMHOH, HOPMO-
LUTApHOH, PE3UCTCHTHON K JICUCHHIO MpernaparamMu
SPUTPONOATUHA AHEMHU C OYEHb HU3KHM YHCIIOM
perukynonuros (menee 0,1%). Kapruna kocTHO-
ro mo3ra npu IIKKA xapakrepusyeTcsi CHUKECHUEM

SPUTPOKAPHOLUTOB MeHee 5% M TMOSBICHUEM €IU-
HUYHBIX TUTAHTCKHX MpoHOopMoOmactoB. PV B19,
NaTOTCHHBIH Il 4eJIOBEKAa BUPYC M3 CEeMEHCTBa
Parvoviridae, o6mafaet TpOM3MOM K SPUTPOUTHBIM
KJIeTKaM-TipeiecTBeHHuKaM. [Ipupona storo Tpo-
U3Ma 0 KOHIAa HE U3Y4YCHA, HO BO3HUKAIOIIUE H3-
MEHEHHUSI BHYTPHUKJIECTOUYHBIX CUTHAIBHBIX MyTEeH H
(a3 knerouHoro 1uKiIa WHGUIEPoBaHHEIX PV B19
SPUTPOUIHBIX HNPOTEHUTOPHBIX KJIETOK HPUBOASAT K
UX aronTo3y W YCHJICHHOW TPAaHCKPUILWHU U PEIUIU-
Kauuu Bupyca [10—12].

B HemaBHeM uccle0BaHUM, MTOCBSILEHHOM aHa-
3y pucka nHpeknuu PV B19 y permunuenTos [1AT,
[IpY POBEACHUH MYJIBTHBAPUAHTHOIO aHAIN3a ObLIO
MOKa3aHo, YTO C MapBOBUPYCHOW MH(EKIHEH 3Hauu-
MO KOPPEIHPOBAIN CIIEAYIOIIUE (PaKTOPbl: TPaHC-
IUTAHTALUS TIOYKH OT HOTMOIIEro JOHOpa, NCIOJIb30-
BaHME TAKPOJIIMMYCA, IIEPBBIH T0J] OCIE TPAHCIUIAH-
Tanuu, ypoBeHb remorsioonna [13]. Tounas yacrora
aHEeMUH, aCCOLIMUPOBAHHON C aKTWBHOM MH(peKmmen
PV B19, He uzBectHa, X0Ts, MO-BUAUMOMY, TaHHOE
KJIMHAYECKOE COOBITHE SIBIISICTCS HEYACThIM B IOILY-
JSIIMU MTALMEHTOB ¢ TPAHCIUIAHTUPOBAHHOM ITOYKOH.
CornacHO aHHBIM OIHOLIEHTPOBOT'O MCCIIEIOBAHUS,
BKITIOUMBILIETO JaHHBIE HaOMoneHus 3a 663 permw-
mueHTamu I1AT B Teuenue 18 net, wactora PV B19-
acCOLMMpPOBaHHON aHeMun cocrasuna 1,4%, npu
3ToM y 89 % u3 3TuX OONBHBIX aHEMUs Oblila BbISB-
JIeHa B IIEPBbIC TPU MecsLA MOCe TPAHCIIAHTALUH
[14]. B npyrom uccnenosanuu JJHK PV B19 onpene-
Jsutach Oonee yeM JBa pasa noApsaa y 12 % penunu-
eHToB (y 20 u3 167 oOcienoBaHHBIX), U y HAX OBLI
3HAUUTENIbHO Oosee HU3KUH ypOBEHb I'eMOIIOOMHA,
YeM y MalMeHTOB ¢ OTPHLATEIbHBIM MM OAHUM IIO-
JIOXKUTEIBHBIM PE3yIbTaTOM HOIMMEPA3HON LICTTHOM
peaxuuu (I1LIP) ma PV B19 (p <0,0001). /IBa marmeHTa
B 3TOM rpymme, uro cocrasisier 1,1 % or Bcex obcrne-
JoBaHHBIX M 10% OT BCEX MALMEHTOB C MEPCUCTHPY-
rolel perukanueld napposupyca, crpagaiu [TKKA,
TIOATBEPKICHHOW Onorichelt kocTHOro mosra [15].

PV B19-undexnuio Bcerga ciemyer HCKIOYATh
y nauuentoB nocie TII, cTpamaromux anemueit c
HHU3KUM 4YHCJIOM peTukyinonutos. [loarBepskaeHuem
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STHOJIOTHM 3a00JIeBaHUS, IOMUMO XapaKTEPHON T'H-
CTOJIOTMYECKON KapTUHBI KOCTHOTO MO3Ta, SIBIISETCS
oonapysxenue JJHK PV B19 B kpoBu 1/UiIx KOCTHOM
mosre ¢ momombio [P [16]. Obnapyxenue crer-
npuyeckux aHTUTENn Kiaacca IgM k mapBoBUpYyCY
WTpaeT MeHee 3HAYMMYIO POJIb B IOATBEPIKICHUH aK-
TuBHON nH(eknun PV B19 u He 0mKHO HCMONb30-
BaThCsI KaK CJMHCTBEHHBIM METOJ AUArHOCTUKH [17].
ITpumenenue TP myist quarHOCTUKM MapBOBUPYC-
HOW MH(EKIHNHU, KaK U JIPyTUX BUPYCHBIX UH(EKIINH,
nocsie TII oco6eHHo BakHO M3-32 BOSMOXKHBIX Hapy-
LICHUH aHTUTEJIOTEeHEe3a Y MalUeHTOB, MMOMyYaloIX
MMMYHOCYTIPECCUBHYIO TEPAIHIO.

Crenu(uvaeckoro MPOTHBOBUPYCHOTO JICUCHHS
nH(pekunu, BbI3BaHHOW PV B19, He cymectsyer,
[I03TOMY TIPUMEHSIOTCS APYTHE MOAXO/bI K TePaIHH.
B 1989 1. 6b11 onucaH MepBBIN CiIy4aidl yCHEIIHOTOo
MPUMEHEHUSI TP TapBOBUPYCHOW HMH(MEKIUH BHY-
TpuBeHHOTO UMMyHor1o0yanHa (BBUI) [18], korto-
pO€ BIIOCJEACTBUH CTajO JEYSHUEM MEePBOM JINHUH,
XOTS MOCJIE YCIEIHOM nepBuYHON Tepanuun BBUI
BO3MOXKHBI peruauBel [19, 20]. Cieqyer OTMETHUTS,
YTO OTCYTCTBYIOT YETKHE PEKOMEHIALNHU TI0 JO3UPO-
BaHUIO U KpaTHOCTH BBeneHus BBUI mpu PV B19-
MH(DEKINU: ONMUCBIBatOTCS 10361 OT 0,4 710 2 /KT Ha
OJTHO BBEJICHHE C PA3INYHON MPOJOIKUTEIBHOCTHIO
(ot 1-2 no 10-12 gueit) u uncnom Kypcos [21]. Bos-
MOXKHA TaKXke penyKIus UMMYHOCyIpeccuu (U30-
JUPOBaHHAsA WJIM B COYETAHHWU C HCIIOIb30BAHHEM
BBUI'), B TOM unciie — KOHBEPCHs ¢ TAaKpOJIUMyca Ha
LUKJIOCTIOPHH, CHIYKCHHUE JI03bI MITH OTMEHa MUKO(de-
HOJIATOB, HO TaKas TaKTHKa MOXKET CIOCOOCTBOBATh
Pa3BUTHIO OCTPOTO M XPOHUYECKOTO OTTOPKEHHUS
TpaHCIIJIAHTATa y TMalMEHTOB BBICOKOTO MMMYHOJIIO-
THYECKOro pHucka. MHorma mpuMeHseTcss KOHcepBa-
TUBHBII TOAXO/: TPAHCPY3UU IPUTPOIIUTHON MaCCHI
u HaOmozenne. B oTedecTBeHHO mUTEparype HaMu
oOHapy’KeHbI TOJIBKO 2 paboTHI, ONMUCHIBAIONINE TPH
cayyast passutus [IKKA, accommmpoBanuoit ¢ PV
B19, y peuunuentoB IIAT. B ogHom ciydae x Ky-
MMPOBAaHUIO aHEMHUH NPUBEJIO YMEHbIIEHHE 00beMa
HMMYHOCYIIPECCHH, B IByX Apyrux —jedyenue BBUT
[22, 23]. [IpencraBnsieM COOCTBEHHOE KIMHHUYECKOE
HaOIOeHNe DPa3BUTHS  TSDKEIOH  IPUTPIOITHH-
PE3UCTEHTHON aHEeMUH, aCCOIMMPOBAHHON ¢ MH(pEK-
uueit PV B19, y B3pocioil manueHTKd ¢ XOpOILIo
¢ynkumnonupyromum ITAT.

KJIMHUYECKOE HABJIOJAEHUE

[Tammentka K., 33 roma (1985 r.p.), KuTeIbHUIIA
MockoBcKo# 0067acTH, Meaaror, crpajaaia XpoHHYe-
CKUM IJIoMepyJioHehpUTOM (MOPQOIIOTHYECKH HE
MIOJTBEPXKACHHBIM), BbIsiBIeHHBIM B 2006 ., xorma
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YK€ WMEIUCh MPU3HAKU IMOYEYHOH HEe0CTaTOuHO-
ctu. B anamuese — GepemenHocts B 2004 1., mpo-
TEKaBINasi, CO CJIOB TAIUCHTKH, 03 OCIOKHEHHH,
W 3aBEpUIMBIIASACS B CPOK POXKICHHEM 37I0pPOBOTO
pebenka. [lombiTka JeyeHHs TIIOMepyloHehpUTa
DIIOKOKOpTHKOUaMu dddekra He nmena. B 2008 r.
B cBsi3u co camkenneM CK® mmxe 15 ma/mun/1,73
M2 OBITa cOpMUpOBaHA apTEePHOBEHO3HAS (PHCTYIIa,
3aTeM B TUIAHOBOM IIOPSJIKE HAYaTo JICYCHHE MPO-
rpaMMHBIM TeMOJHAIN30M 10 4 4 3 pa3a B HEZEIIO.
Ha ¢done nmuanmzHoro jnedeHus MaUeHTKy MpH yIo-
BJIICTBOPHUTEIIEHOM OOIIEM CaMOYYBCTBHHU TIEPHOJIU-
YecKH OECIOKOMIM apTpalTud MEJKHX CyCTaBOB,
MO TOBOJYy Yero HEOIHOKPATHO IMPOBOAMIHMCH KOH-
CYNIbTalldM PEBMATOJIOTOB B Pa3JIMYHBIX JIeYeOHBIX
yupexaeHusix MockBbl 1 MocCKOBCKO#l oOmactu, B
ToM umcie (QeaepanbHOro ypoBHs. Mckimroyanuch
nojiarpa, CUCTeMHasl KpacHasi BOTYaHKa, CHCTEMHBIC
BACKYJIUTHI, OJIHAKO YOEIUTENbHBIX KIMHUYECKUX H
UMMYHOJIOTUYECKHX JIaHHBIX B TIOJIB3Y ATHX 3abolie-
BaHUIl MMolydyeHo He OblI0. YPOBEHb reMOIIoOMHA B
MEpUOJT JICUCHHST MPOTPAMMHBIM T€MOIHMAIM30M Ha
(doHe Tepanuu TperapaTamMH Keie3a M IPUTPOI0d-
tiHa cocraBisut 115-130 1/m, 9ucno JIEHKOLMUTOB U
TPOMOOIIMTOB TIEpUEPHUUECKOI KPOBH OCTABAIOCH B
npezenax HoOpMajabHbIX 3HaYCHUH.

08.07.2018 1. B enepaibHOM [IEHTPE TPAHCILIAH-
tannu Obl1a BeImonHeHa TII oT ymepmiero moHopa.
OyHKIMSI TPAHCIUIAHTaTa OTCPOUCHHAs, B ITOCIIEOTIe-
paIMmoOHHOM TIeproze ObUIO TIPOBECHO 6 CEAHCOB Te-
Moauann3a. Beimucana u3 craunonapa Ha 21-e cyt-
KA ¢ (QYHKIIMOHHPYIOIIUM TPAHCIUIAHTATOM, YPOB-
HEM CBIBOPOTOYHOTO KpeaTwmHuHa 190 MKMOIb/T,
reMorioonHoM 79 1/1. B mocrnenyromieM OTME4eHO
JalbHelIee CHIKEHHE KpEeaTHHUHA CHIBOPOTKH JI0
120-130 mxMmoinb/i1. MIMMyHOCYIIpecCHBHAsT Tepa-
nmusl BKIIOYaja MHAYKIUIO Oasmnukcumadom (0-i
u 4-i1 genp mocne TII), moamep>KUBaIONIyI0 Tpex-
KOMIIOHEHTHYI0O UMMYHOCYIIPECCHIO TaKpOJIMMYCOM
MPOJ/UICHHOTO JCUCTBHS, MUKO(DEHOIATOM HATpHS U
METHJITPETHAU30JIOHOM PeEr 0S.

B asrycte 2018 1., yepes 3—4 nen nocne TII, 6e3
BUJIMMBIX BHEITHUX TPUYUH OTMEUYCHO PE3KOE CHU-
JKeHue remoriioonHa — 10 60 r/in. BonbHas Oblna
TOCIIUTAIM3UPOBAaHA B IEHTP TPAHCIUIAHTAIIMHU, B
KOTOPOM BBINOITHSIIACH OTIepalusi, ¢ LeNblo o0ce-
JOBaHUSI Ul YCTAHOBJICHUS NMPUYMH aHeMuu. [Ipu
racTPOAYOJCHOCKOIIMM ~ PO3WBHO-SI3BEHHBIX  I10-
paxkeHuil He OOHapyKe€HO. AHTHUAIPUTPOIUTAPHBIC
aHTHUTEJa He BBIABIEHBI. JKene3o ceiBopoTku — 42,5
MKMOJIB/TT (pedepeHCHbIe 3HAYCHUs ISl JKEHIUH
9-30 mMrMmoib/i), hepputud — 2403 mxr/n (22—180
MKT/11), sputponostut — 1058 MEJ1/mn (4,3-29 ME]1/
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min), ButamMuH B, — 793 nr/mn (191-663 nr/mi),
(donueras kuciora — 51 amons/a (7-39,7 HMOIB/ ).
JHK uuromeranoBupyca, Bupyca dmnmrelina—bapp B
KpOBHM He oOHapykeHa. MccienoBanue Ha aHTUTeNa
k PV B19 IgG u IgM — oTpunartensHblii pe3ynbTar.
B TOT MOMEHT AMarHo3 akTMBHOW MapBOBUPYCHOM
WHQEKIMY, KaK TPUYUHBI TSDKEJIOW aHeMHH, ObLI
oTBepruyT. llpoBeneno sedeHue: peayKuus UMMY-
HOCYNPECCHU — OTMEHAa MHUKO(PEHOIOBOH KHCIIOTHI,
3aMECTUTENbHASL Tepanusl 3PUTPOLIUTHON MAaCCOM.
Bt Takke OTMEHEH BalraHIMKIOBUD Kak IIperapar,
oONajaromui  reMaTojJOrH4eCKO  TOKCHYHOCTBIO.
[TanmenTka BBIIMCAaHA W3 CTAIMOHApa C YPOBHEM
remMornioouHa 77 1/, OMHAKO B IOCJCIYIOIIEM CHO-
Ba IMPOM3OIIJIO ero OblcTpoe cHikeHue. HasHauena
Tepanus dpurponodTrHOoM-0eTa o 4000 ME m/k 3
pasza B HeJelnto, Kotopast He umena 3¢ dexra. B cra-
LIMOHAPE TI0 MECTY JKUTEJIbCTBA BHITIOJIHEHA TOBTOP-
Has TpaHc(y3Hs SPUTPOLIUTOB.

B xonme centsiops 2018 . GonbHas oOparuiach

Ha aMmOymaropHbIi mpueM k remartoiory MOHUKU
uMm. M.®. Brnagumupckoro ¢ remorioouHoM 61 1/,
YHCIIOM PUTPOIHTOB 2,09 X 10'?%/11, neiikonutos 9,83
x 10°/11, rpom6Go1mTOB 393 X 10%/11. TToBTOpHOE HICCITE-
JoBaHHe (EppPUTHHA, SPUTPOINOITHHA KPOBH BHOBb
BBISIBUJIO 3HAYUTEIHLHOE MPEBBIIICHNE PeepeHCHBIX
3HaueHMH JaHHBIX Nokaszareneit. 28.09.2018 r. ¢ ue-
apto uckmouenna [IKKA BeimonmHena crepHasibHas
MYHKIMS, JaHHbIE IUTOJIOTHYECKOTO HCCICIOBAHUS
KOCTHOMO3TOBOTO ITYHKTATa ITPE/ICTABICHBI B TAOJHIIE.

3aKkIroueHHe TI0 MEEJIOTPaMMe: KOCTHO-MO3TOBOM
MYHKTaT W3 TPYAMHBI KJIETOYHBIH, MO COCTaBy IIO-
TUMOpP(GHBIA C pacIIUpEHHEM TPaHyJIOLUUTAPHOTO
psana (75,6 %). OtmeudaeTcs neBbIH HEUTPOPHUIBHBIN
C/IBHT. DPUTPOHUIHBIA POCTOK 3HAYUTEIHHO CYKEH
(2,6 %) ¢ BBIp2KEHHBIMH YEpTaMH METaIo0NacTOH/I-
HocTu. OTMeUaeTcsl 3a7iepKKa CO3PEBaHuUs HA YPOB-
He sputpodiactoB. [Ipu 0630pHOM MpOcMOTpE TIpe-
MapaToB BCTPEYAIOTCS OTIIENIbHBIC KIETKH OIPOMHBIX
pasMepoB, OTIIMYAIONINECS] MOHCTPYO3HOCTBIO, C HY-

Tabnuua / Table

Muenorpamma nauueHTku K. yepes 2,5 mec nocne TpaHcnjiaHTaLMm no4Yku
Bone marrow aspirate analysis of patient K. after 2,5 months after kidney transplantation

MokasaTenb 3HayeHne PedepeHcHble 3Ha4YeHusa En. nameperuns
BnacTbl 1,8 0,4-1,6 %
MpomnenoumnThbl 5,2 1-4.1 %
MuenouunTsl HeMTPOdUbHbIE 22,6 7-12,2 %
MuenouunTbl 303MHOPUBbHbIE 0,6 0-1,2 %
MwuenounTbl 6a30dunbHbIE 0

MeTammnenoumTbl HENTPOPUINbHbIE 11,2 8-15 %
MeTamunenoumnTbl 903MHOPUIbHbIE 0,8 0-1,2 %
MeTamunenountbl 6a30bUsbHbIE 0

ManouykosgepHble HeTPoODUIbI 7,2 12,8-23,7 %
ManoykosaepHble 303NHOPUIbI 0 0,1-1,2 %
ManoykosaepHblie 6a3odunbl 0

CermMeHTosaepHbIE HENTPODUIbI 25,8 13,1-24 1 %
CermMmeHTosaepHble 303MHODUIbI 1,8 0,4-2,4 %
CermeHTosiaepHble 6a30hubl 0,4 0-0,5 %
Bce kneTku rpaHynoumTapHoro psaaa 75,6 57,1-66,5 %
MoHOoUUTbI 3,6 0,7-3,1 %
JinmpounTbl 15,0 4,3-13,7 %
MnasmaTtunyeckue KNeTkm 1,2 0,1-1,8 %
MuTO3bl MMENOUAHOIO POCTKA 0,2 0-0,8 %
OpuTtpobnacTbl 2,6 0,2-1,1 %
MpoHopMOoUUTbI 0 0,1-1,2 %
HopmouuTbl 6a3odusibHble (0] 1,4-4,6 %
HopmouuTbl nonnxpomatobunbHble 0] 8,9-16,9 %
HopMouunTbl OKCUDUIbHBIE (0] 0,8-5,6 %
MUTO3bI 3PUTPONAHOIO POCTKA 0 0-0,4 %
Bce kneTku apuTponaHoro pocTka 2,6 14,4-26,5 %
MerakapuounTbl B Ma3kax 88—-75-108 88-75-108

JNeiko-apuTtpobnactruyeckoe OTHOLLIEeHWEe 37,5 2,1-4,5

MHpekc co3peBaHna HeTpodUnoB 1,2 0,5-0,9

MHOeKc co3peBaHns apuTPOKapuoLmMToB 0 0,7-0,9

75
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KyeogamMu U 0a30(MIbHON LUTOIIA3MON, BaKyOJIH-
3arueil B vacTu KieTok. KoMMmeHnTapuii: Heo6xonumo
WCKITIOUMTH TTapBOBUpYyCHYI0 HH(pekiuio B19. Kposb
MalMEeHTKU HarpapiieHa Ha uccienoBanue JHK PV
B19: monyden pe3ko MOJOXKHUTEIBHBIN pe3yabTaTr —
> 9 x 10° konuit/m.

B okTsi6pe 2018 1. 6osibHast ObLIA TOCTIMTATH3HPO-
BaHa B OT/AeJCHHE TpaHcIutanTay moyku MOHUKN
uM. M.®. BraguMupcKoro i J€UYeHUs HapBOBHU-
pycHo#t mHpekuuu. [Ipu mocTymieHuHn xKaioObl Ha
BBIPQXKEHHYIO 0OIIyI0 €1a00CTh, TOJOBOKPYKEHHE.
Jo rocniuranu3anuu OecIiOKOMIIN TaKkKe KpaTKOBpe-
MEHHBIE TPEXOIsITre 00N B MEJIKUX CycTaBax. TeM-
neparypa tena 36,5 °C. KoxxHble TOKpOBEI OJICHBIC,
gucteie. [lepudeprueckue muMdaTHuecKue y3abl He
yBennueHbl. CycTaBbl BHELTHE HE M3MEeHEHbI. OTCKOB
HeT. B nerkux jpIxaHue BE3UKYISPHOE, XPHIIOB HE
cipimHo. TOHBI ceplia MPUIITYIICHBI, PUTM IIpa-
BuiibHBIA. YHCC 86 B 1 Mun. AJl 120/80 MM pT. CT. 6€3
IpUeMa aHTUTUIICPTEH3UBHBIX TpernapartoB. JKuBOT
MSTKHH, 0€300/Ie3HEHHBINA MTPU TanbHanuu. Penans-
HBIW TPAHCIUIAHTAT PACIIONOKEH B JICBOH IOJIB3/IOIII-
HOW 00nacTu, OOBIYHBIX Pa3MEpOB, IITACTHUECKOMH
KOHCUCTeHIIMH. Moueucmyckanue codomuoe. Cy-
tounbIi quype3 1500-1800 mu. I'pynma kposu 0 (1),
Rh-nonoxurensHast, penorun ccDEe, Kell-anturen
OTPHIATENBHBIA, CKPUHUHT aHTUIPUTPOLUTAPHBIX
aHTHTEN B ITyJle — OTPUIATEIbHBIN pesyisraT. B 00-
[IeM aHallu3e KPOBH MPH MOCTYTIIICHUU: TeMOTIIOONH
53 /1, sputpormtsl 1,84 x 10'%/1, remaroxpur 0,16,
PETHKYIIOIUTHI HE OIPEeNaioTCsa, TpPOMOOInTh 398
x 10%/n, nefikounTsl 5,9 x 10°/1, neiikorurapHas dop-
Mysna — 6e3 maronorndeckux uzmenenuid, COD (1o
[ManuenkoBy) 30 mm/4. OOt aHamM3 MOYU: OEIIOK
0,06 r/n, Mo4eBoit ocaok B HopMme. CyTouHas IpoTe-
unypus 0,11 r. MoueBnHa ceiBopotku 13,0 MMoIIB/1,
kpearunuH 130 MKMoInb/i, ModeBas Kuciora 329
MKMOJIB/JI, [IF0K03a 5,3 MMOJIB/JI, aab0yMuH 44,2 /i,
kKene30 32,7 MKMOJTB/JT, Kalbiui 2,27 MMOJIb/1, hoc-
¢dop 1,6 mmonp/n. [Ipy MUKPOOHOIOTHUYCCKOM HC-
CJIEZIOBAaHUHU MOYH pocTa He nony4deHo. [laparropmon
kpoBH 10,4 rir/mi (9,575 nir/mi), yposens 25(OH)D
9,6 ur/mi (30—-100 ur/mir). KoHleHTpaus Takpou-
Myca B KpoBH 7,1 HI/mi (B mpeienax 1esieBoro Jaua-
nazona). Y3U TpaHCIUTaHTUPOBAaHHOM MOYKH: TpaHC-
ma"tar pasmepamu 111x50 MM, mapeHXyuMa ero
cpenHel axoreHHoCTH, nuddepeHanms Ha clion
coxpaHeHa. YalieyHo-T0XaHOYHAs CUCTeMa He pac-
IMpeHa, KOHKpeMeHToB HeT. [Ipu monmneporpadun
HapyIIeHNH KPOBOTOKA B apTepHH TPaHCIIAHTATa U
BHYTPHOPTaHHBIX COCy/laxX (CerMEHTapHbBIE, MEXKJIO0-
JieBble, AYTOBbIe apTepuu) He BbisBieHo. [Ipu Y3U
OpIOLIHOMN MOJIOCTH U 3a0PIOIIMHHOTO MPOCTPAHCTBA
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MATOJIOTUYECKUX W3MEHEHHH He BBISABIICHO: TIera-
TOCIJICHOMET TN, YBEIHMYEHHBIX JIUM(aTHIeCKIX
y3710B HeT. Y3U muTOBUIHON Kene3bl — HOpMa, B
MeCTe THUIIMYHOTO PACIOIOKEHUS OKOJOIIUTOBHUI-
HBIX KeJle3 ¢ 00euX CTOPOH JOMOTHUTEIBHBIX 00pa-
30BaHMUI HE BbIABICHO. JlaHHBIC 3X0OKapauorpaduu:
aopTa, KaMephl cepiila He pacuMpeHsl. [nobanbHas
M JIOKaJbHasi COKPAaTHMMOCTH JIEBOTO JKENylouKa He
HapymieHa, ¢pakuus BeiOpoca 72 %. HepaBHOMEp-
Hasl TIOTHOCTH CTBOPOK a0PTaJIbHOTO, MUTPAJILHOTO,
TPUKYCIUAAIFHOTO KJIAllaHOB, BKIIOUEHUS KaJIbLIUS
B (UOPO3HOM KOIbIIC M CTBOPKaX aopTaJbHOTO H
MUTpPAJIBHOTO KJamaHa. J[ByX»sHepreTudeckas peHT-
TeHOBCKasi aOcopOIMOMETpHs: MHHEpasibHas IUIOT-
HOCTb KOCTHOM TKaHH B TMOSICHUYHOM OT/IeJIe T03BO-
HOUYHUKA, IIeHKe OePEHHON KOCTH, TUCTATHHOM OT-
Jiesie KocTel Tperieubs — B Mpeneiax Bo3pacTHON
HOPMBI.

[larmenTka MPOAOIKUIA JABYXKOMIIOHEHTHYIO
MMMYHOCYTIDECCUBHYIO ~TEpauio TaKPOJIMMYCOM
MIPOJIOHTHPOBAHHOTO JIEHCTBHS (A1 OHOTO MpreMa
B CyTKH) IOJl KOHTPOJEM KOHIIEHTpAIlMi B KPOBU U
METHJITIPETHU30JI0OHOM, /1032 KOTOpOro Obuia Bpe-
MEHHO yBeJIHYeHa JI0 12 MI/CYT ¢ MOCIHEeIyIOIIM
CHIDKEHHEM. B cBsi3u ¢ panHuMu cpokamu nocie TII
(MeHee 6 Mec) IPOIOIIKEH TI0 IPOTOKOITY MTPUEM Ball-
TaHIMKJIOBHPA U KO-TPUMOKCA30J1a C 1elNbIo Mpodu-
JAKTUKUA [UTOMETajJOBUPYCHOW WH(EKIMA U TTHEB-
MoIucTo3a. B cBsa3u ¢ gedunurom ButamuHa D Je-
YeHHe JIOMOJHEHO BOJHBIM PacTBOPOM BUTamMHHA D
mo 5 kam. 2 pa3za B HENENo M anb(hakaibIUI0I0M
0,25 MKr yepe3 aeHb. B cBa3u ¢ TspKenoil anemuen
BBITIOJIHEHA OJHOKpaTHas TpaHCQY3Us SPUTPOIHT-
HOM Macchl ¢ HHAUBUAYAIbHBIM 110100poM. C Henbio
JIeYeHUs] aKTUBHOW MapBOBUPYCHOW MH(EKIMH BBe-
neHo cymmapao 26,5 r BBUI (0,53 1/kr macch Tena).
[TarmenTka BbIMKMCaHa U3 OTAETICHUS B YIOBIETBOPHU-
TEJILHOM COCTOSIHUH, C YPOBHEM remMorioonHa 90 r/11.

B nmocrenyromem B CBSI3M C COXpaHEHHEM PETIU-
Kaiuu Bupyca PV B19 u nepcuctupoBanneM aneMun
IIPOBOAMJIMCH IOBTOPHBIE Kypchl jeueHuss BBUI: B
Hos0pe 2018 . BBeIEHO MMMYHOIIIOOYIMHA B CyM-
MmapHo# no3ze 42,5 r (0,85 r/kr), B suBape 2019 1. —
40 r (0,8 r/kr), B mapte 2019 1. — 38 r (0,76 r/kT).
K mapty 2019 r. ynanoch 106uThcs CTOMKOM HOpMa-
JU3AIUK TIOKa3aresield KpacHOW KPOBHU: TeéMOTIIOONH
138 r/m, apurporutsl 5,17 x 10 '2/1, remaroxput 0,41.
ITpousono cHUKEHUE aKTUBHOCTH peIuIMKanuu PV
B19, xoTs monHas >IMMHUHAIIS BUpyca HE ObLIa J10-
CTUTHYTa: K MOMEHTY OkOH4YaHus Tepanuu JJHK PV
B19 B kpoBu — 6,2 % 10* Komwii/MI (PUCYHOK).

[Ipu nanmpHelieM HaONIONEHUU YPOBEHBH T'E€MO-
I00MHA OcTaeTcs B Ipejenax pedepeHCHBIX 3Hade-
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PucyHok. OuHamuka remornobunHa naumeHtkn K. nocne tpaHc-
naaHTaumm NoYkn 4o Havyana v Ha GOoHe NeveHns NapBOBUPYCHOW
MHbEeKUMN.

TN — TpaHcnnaHTauusa noykn; BBUI — BHYTPUBEHHBIN MMYHO-
rnobynuH; PV B19 — napsoBupyc B19.

Figure 1. Hemoglobin dynamics of patient K. after kidney trans-
plantation before and during treatment of parvovirus infection.

HUM, QYHKLMS TpaHCIUIAaHTaTa yAOBJICTBOPUTEIbHAS
(xpearunnH cbBopoTkd 130 MKMOJB/IT), CyTOUHAs
nporeunypus O I.

OBCYXXAEHUE

MBp! peacTaBUIIN KIMHUYECKOE HaOmoaeHue pe-
KO MpUYMHBI aHeMHHU y narueHToB nocie TII — ak-
tuBHOU MHQekuu PV B19. M3BecTHO, yTO Hanbonee
pacrpoOCTpaHEHHON NMPUYUHON CHUXEHHUSI TeMOLJIO-
OMHa B paHHEM MOCTTPAHCIUIAHTALMOHHOM HEPUOAE
(mo 6 mec mocne TII) sBustercsa nedunur xenesa, a
B no3aHeM nepuoje — auchynkims [IAT ¢ Hemocra-
TOYHON BBIPAOOTKOM APUTPOIOITHHA, WHOTIA B CO-
YeTaHuu ¢ AepumuroM xenesa [24]. OgHako MOTYT
BCTPEYaThCs M APYrHe NPUUMHBI AaHEMHUH Y PELUIIU-
entoB IIAT: cucremMHOE BOCTIaJICHHE (B TOM YHCTIC —
IIpH OTTOP)KEHWH TPAHCIIAHTATa), MH(EKIMOHHBIC
U OHKOJIOTMYECKHE OCJIOKHEHHS, HCIIOIb30BaHUE
HEKOTOPBIX JICKAPCTBEHHBIX MPENapaToB — HUMMYHO-
CYTIPECCHBHBIX (a3aTHONPUH, MUKO(EeHoaT), OJI0Ka-
TOPOB PEHUH-aHI'MOTEH3UH-aJIbJOCTEPOHOBOM CUCTE-
MbI (MHTHOUTOPBI AIID, GrroKaTopsl perenTopoB aH-
THOTEH3UHA), TPOTHBOMHUKPOOHBIX (TPHUMETOIIPHM-
cynb(aMeTokcas3on), TMPOTUBOBUPYCHBIX (TaHIIH-
KIJIOBHp, BaJTaHIUKIOBHD, pubaBupuH) [25-27]. B
PeIKUX CiIydasiX BO3MOXKHO IIEPCUCTUPOBAHHUE MOCIIE
yenemHoi TII runepmnapaTtupeosa, TpUBOISILIETO K
Pa3BUTHIO pedpaKTePHON K JICUSHUIO aHEMHH. 3aI1o-
no3puth [IKKA y Hameit 601bpHOM 1MO3BOMMIN OBI-
CTPBIN TEMII CHWKEHHUSI TeMOIIOOMHA Iociie Hadana
HMMYHOCYIIPECCUBHON Tepanuy, TSHKECTb aHEMUH,
OTCYTCTBHE JICHKONIEHHH, OOBIYHO COITyTCTBYFOIIEH
aHEMUH, BBI3BAHHOM TOKCUYHOCTBIO MUKO(EHOJIATOB
1 IPOTHBOBHUPYCHBIX IIPENapaToB, OTCYTCTBUE J1a00-
PaTopHBIX MIPU3HAKOB JeHUUTA JKele3a, BUTaMHUHA

B, 1 ponaros, HOpMaJIbHBINA YPOBEHB IIAPATIOPMOHA,
PE3UCTEHTHOCTh K JICUEHHUIO IpUTpono3THHOM. Kak
MBI YK€ YIOMUHAIIH, JJI aHEMHUH, UHIYLIUPOBAHHON
MapBOBUPYCHOW HH(EKIUCH, XapaKTepeH IeOT B
paunuue cpoku mociue TII [14]. OcoGeHHOCTRIO Hatlle-
ro cityyast sIBJsIeTCsl OTcyTcTBUE aHTuTen IgM k PV
B19 B pasrap 3a0osieBanusi, 4TO HECKOJIBKO OTCPOUH-
JIO YCTAHOBJIEHUE HUCTUHHOM NIpUYKHbI aHeMuu. [Ipu
stoMm ¢ momotrsio [IIIP BeIsSIBICHO O4YeHB OOMBIIOE
YUCJIO KOIMK BUPYCA B KPOBHU, CBUIETENIbCTBYIOLIEE
0 €ro BBICOKOH aKTMBHOCTH. I10-BUAMMOMY, HMEHHO
MO3TOMY PEIYKIHs UMMYHOCYIIpeCCHH (OTMEHA MHU-
ko(heHomaTa HaTpHsl), UCTIONB3YIOLIAsACs B PsIIIE CITy-
4aeB KaK CaMOCTOsATEIIbHAs OIS JICUCHMSI [TaPBOBU-
pycHoI MH(EKIMH, Y Hallel 00JIbHOM HE TpUBeia K
KJIMHAYECKOMY YIIyULICHHUIO.

HHTepecHbIM U TPYAHO pelIaeMbIM BOIIPOCOM SIB-
nseTcst AaBHOCTH nHuMpoBanus PV B19 y nameit
nanueHTku. Ilockonbky mocie TII uccnenoBanue
JHK Bupyca B KpoBH OBUIO BBITIOJHEHO BIIEPBBIC,
MBI HE MOXKEM CKa3aThb, KOIZla BO3HHUKJIA IIEPBUYHAS
WHQEKIUS: TOClie TPaHCIUIAHTA[MH WM TopasJio
paHbpLIe. YUYUTBIBAsI HEACHBIA XapaKTep MOPaKECHUs
HATUBHBIX TIOYEK C OBICTPBIM MPOrPEeCcCUPOBAHUEM
Jo XBII 5 craguu, HENMOHATHBIM CYyCTaBHOW CUHAPOM
BO BpeMs JIUEHHUS MPOrpaMMHBIM I'e€MOAUAIH30M U
nocie TII yxe B couetanuu ¢ [IKKA, MbI HE MOXKeM
UCKIIoUnTh yyactue PV B19 B martorenese ocHOB-
HOTO 3a00JIeBaHMs, XOTs HAIlM pacCyKIeHHs, 0e3y-
CJIOBHO, HE TIOJIKPETICHBI O0BEKTHBHBIMHU JTaHHBIMH.
TeMm He MeHee, B JIMTEparype UMEIOTCS COOOIICHHUS
0 NIOMEPYJISIPHBIX TIOPAKECHUSIX Y YEJIOBEKA, BbI3BAH-
HBIX [IapBOBUPYCOM, B TOM YHUCJIE — B paMKax BOJIYa-
HOYHOTIOA00HOTO cuHIpoMa [28—30].

ITocne nepsoro BeneHuss BBUI™ mbl He nosryuu-
JIY TIOJTHOTO OTBETA, XOTS B HEKOTOPBIX paboTax Omu-
ceiBaeTcsl paspemienne PV Bl9-accomumpoBanHoit
QHEeMHUH TI0CJIe E€IWHCTBEHHON HH(Y3UH HMMYHO-
ro0ynuna [21]. Hamreli manueHnTke naxe Ha ¢oHe
CHIDKEHUS UMMYHOCYIIPECCUU i CTOMKOTO KYTIH-
pOBaHUS aHEMHUH MOTPEeOOBAIOCH HECKOJIIBKO MeECs-
LIEB JICYEHUS] U BBEJECHUE JOCTATOUYHO BBICOKOH CyM-
mapHo# 110361 BBUI — 147 1 (2,94 r/kr). [Ipumeua-
TEJIBbHO, YTO HOPMaIM3alKs reMOrIo0rHa OTMEUYeHa
Ha (oHEe COXpaHEHUS peIUTUKAINK BHpPYyCa B KPOBH,
XOTSI 1 MEHee HHTEHCUBHON. DTO COOTBETCTBYET YKe
ONMCAHHBIM CIIy4asiM, KOT/Ia XOPOIINi KIMHUYECKUN
OTBET HaOMIofaJICs TPU HETOJIHOM BHPYCOJOTHYE-
CKOM OTBETE, HO B MOJOOHBIX CUTYyalUsAX, KOHEYHO,
MMeeTCs TIOBBIIIEHHBINH puck peruansa [23, 31, 32].
HecmoTps Ha nonyYeHHBbIN TOJIOKATEIbHBIA PE3Yib-
TaT JICUEHHsI, HEOOXOAUMO MPOAOKEHHE aKTUBHOTO
KJIIMHUYECKOTO U BHUPYCOJOTHYECKOTO KOHTPOJIS 3a
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MalueHTKo. BaxkHO Takke He JOMYyCTUTh «IpOBa-
JIOB» IMOJICP/KUBAIOIIEH HMMYHOCYIIPECCHUH, YPEBa-
TBIX Pa3BUTHUEM OCTPOTO U/HIIN XPOHUYECKOTO OTTOP-
JKEHUSl TPAHCIUIAHTATa, IOCKOJIBKY OTTOpXKEHHE HE
TOJIBKO OTPHLIATENIBHO IOBJIUSET HA BBIKUBAEMOCTh
ITAT, HO ¥ BEIHYXXJCHHOE YCHJICHHE HMMYHOCYIIPEC-
cUM OyJIeT COMPOBOXKAATHCS UPE3BBIYAITHO BBICOKUM
PHUCKOM pely/InBa aKTHBHOM MapBOBUPYCHON MH(pEK-
mun u [TKKA.

SAKJTHOMEHUE

Takum 00pa3oM, MpH BBISBICHUH Y TAIUCHTOB
nocsue TII HopMOXPOMHOM aHEMHUH € HU3KUM YUCIIOM
PETUKYJIOLUTOB, PE3UCTEHTHONH K 3pUTPOIIOITUHY,
0COOCHHO B IMEpPHOA WHTEHCUBHON HMMMYHOCYIpec-
CHH, CJIEIyeT MUCKIIIOYATh aKTUBHYIO MHQeKImoo PV
B19. OcHoBOIi TMarHOCTUKHU MapBOBUPYCHON HH(DEK-
nuu seusercsa onpenenenue JJHK Bupyca B kposw,
IIOCKOJIBKY CEPOJIOTMYECKUE TECTbl HEPENKO JaroT
JIO)KHOOTPHIIATENBHBIN  pe3ynbrar. Mopdonoruye-
CKO€ UCCJIEJIOBAHUE KOCTHOI'O MO3ra I103BOJISIET MOJ-
TBEPAUTH PA3BUTHE MMAPLUAIBLHON KPACHOKIETOYHON
aIuIa3suy y TaKUX NAlMEHTOB U UCKJIIOYUTH JIPyrHe
MPUYMHBI AaHEMUU. B JIeueHNH aHEMMH, acCOLUUPO-
BaHHOW C aKTMBHON MapBOBHPYCHOHM HH(EKIMeH,
HCTIOJIB3YIOTCS TEMOTPAaHCQY3UH, PEAYKIHUS HMMY-
Hocynpeccun 1 BBUI, HO noka onTumaibHbIe JJO3bI
U KPaTHOCTh BBEJCHUS MMMYHOITIOOYJIMHA OKOHYA-
TeIpHO HE ompeneieHsl. OObruHO Neuenne BBUIT
JIaeT XOPOIINH ONMMKaWIii pe3ysbTaT, XOTs B Jallb-
HEWIIEM HE UCKJIKYEHO BOSHUKHOBEHUE PELIUIUBOB.
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ATUMYHbBIA TEMOJTIUTUKO-YPEMUYECKNI CUHOPOM
[PV TTTOMEPYTTOTATUAX. KITMHNYECKOE HABJTFOLAEHWE
N KPATK OB30OP JINTEPATYPbI

"Kadenpa BHYTPEHHUX GONe3HeN ¢ KypcoM PYHKLMOHANBHOW AMarHOCTUKK 1 kKapamnonorun um. B.C. Mouceesa, Poccuiickuii yHMBepcuteT
Apyx6bl HapopoB», MockBa, Poccus; 2 LLeHTp nomoLum 6epemMeHHbIM ¢ naTtoniornei noyvek, fopoackas knnHudeckas 6onbHuua um. A.K. Epa-
MuLwaHuesa, Mocksa, Poccus; kadenpa BHYTPEeHHMX, MPOodeCCHOoHanbHbIX 601e3Hen 1 peBmMaTonorum, MHCTUTYT KIMHUYECKON MeANLHBI,
MepBbIt MOCKOBCKMIA rOCYAAPCTBEHHBIN MeanUMHCKNI yHuBepcuTeT nMmeHn .M. CeveHoa (CeueHoBckuin YHuBepcutet), Mocksa, Poccus

PEDEPAT

Mo coBpeMeHHbIM NpPeACcTaB/EHUAM, O Pa3BUTUS aTUNMYHOIO FrEMONIMTUKO-ypemMundeckoro cuHapoma (alyYC) y npea-
pPacnoNOXeHHbIX L, HEOOXOAMMO BO3AENCTBME AOMONHUTENbHbLIX PaKTOPOB, KOTOPbIE CErofHs paccMaTpuBaloT Kak
KOMTMJIEMEHT-aKTUBMPYIOLLME COCTOAHUS. Hanbonee 4acTbiMn N3 HUX BASIIOTCHA MHDEKLMN, BEPEMEHHOCTb 1 POAbl, ayTO-
MMMYHHbIE 3a00/1EBaHNS, 3N10KAYECTBEHHbIE HOBOOOPA30BaHMs, TPAHCMNAHTALMSA KOCTHOrO MO3ra 1 COIMOHbIX OPraHoB,
HeKOTOpble NlekapCTBEHHbIE NpenapaTbl. fopa3no pexe pa3sutmio al'YC npenllecTByOT 3/10Ka4eCTBEHHAA apTepuanb-
Hasi TMNePTOHUS N rNOMepPyNspHble 3ab6oneBaHns noyek. NpPrUBOANTCS KNMHUYECKOE HaboaeHe NaLUMEHTKN, B TeYEHNE
10 neT cTpapawoLwwein cTeponayyBCTBUTENbHBIM HEDpPOTUYECKUM cuHapomomM (HC) peumamBnpyoLLLero Te4HEeHNs, Y KOTO-
pon nocne nepeHeCceHHON BUPYCHON MHOEKLMN BNEPBbIE MOSBUANCE NOBbLILIEHNE apTepunanbHOro AaBneHus, HapyLle-
HUe PYHKLMN NOYEK, a TakxKXe Pas3BUICA CUMMTOMOKOMMIEKC reMaToNorMyecknx NposiBleHnin TpoMOOTUHECKO MUKPO-
aHrnonatum (TMA). B npencrtaBneHHoM HabnoneHmn al'YC pasBuncs kak «BTopast 60/1e3Hb» y NaUMEeHTKN, C paHee ana-
FHOCTUPOBAHHbLIM TNIOMEPYNAPHLIM 3a00eBaHMEM MOYEK, YTO NPUBENO K ObICTPOMY NMPOrPeCCMPOBAHNIO XPOHMYECKOM
60/1€3HM NOYEK C PA3BUTUEM TEPMUHANBHOM NOYEYHOM HELOCTATOYHOCTU. B Nonb3y 9T0ro NnpeanonoxeHns CBUAETENb-
CTBOBAJ1 XxapakTep TedeHus 3aboneBaHus — Ha NpoTsxxeHun 10 neT peunanBmpyoLWmMin nocne BUpycHon nHdekumm HC,
He CONPOBOXAALLNNCH N3MEHEHNSMU OCaZKa MOYN, apTeEPUaNbHON rTMNEePTOHNEN, HapyLLeHneM OYHKUUK NoYek, 1erko
KYNMpyemblli cTeponaamm ¢ 6bICTPbIM MCYE3HOBEHMEM NPOTEMHYPUN N HOPpManu3aumen 6enKoBbIX NokasaTenern KPoBu.
Vi3MeHeHne KNMHMYEeCKOoM KapTuHbl HedpuTa Nocne nepeHeceHHon nHdekummn herpes zoster 3actaBmno 3agymMmartbCcs O
pa3BUTUM BTOPOIro NOYeYHOro 3a6oneBaHns MHOM NPUPOAbl, OTIMYHOM OT XPOHMYECKOro rnomepynoHedputa. HecoMmHeH-
HOEe OCTpOe NoBpexaeHne NoyYek, CoYeTaloeecs C TAXeNon aHeMmmneln n TpoMOoLUNTONEHNEN, AIBUNOCb OCHOBaHWEM ANs
MCKoYeHns, B nepByto odyepedb, TMA. VcknioyeHne TpomMOOTMHECKO TPOMOOUMUTONEHNYECKOW Nypnypbl, TUMUYHOIO
'YC n Hanbonee YacTbix NpuymH BTopnyHoi TMA nossonuno anarHoctuposatb al'YC. O6cyxaaetcs ponb HC B passutum
TMA. B ka4yecTBe BO3MOXHbIX MEXAHU3MOB PacCMaTpUBaIOTCS reMOKOoarysuMOHHbIE HAPYLLEHUS U PONb aHAOTENVanb-
HOro COCyamcToro gakropa pocTa.

KniouyeBble cnoBa: aTUNuUYHbIN FeMOJ’II/ITI/IKO-ypeMI/I‘-IeCKI/IVI CUHAOPOM, HGCI)DOTI/ILIeCKI/IVI CUHAOPOM, rnoMepysionatmnn

N.L. Kozlovskaya'?, Y.V. Korotchaeva®?",K.A. Demyanova'?

ATYPICAL HEMOLYTIC-UREMIC SYNDROME AND GLOMERULOPATHIES.
CLINICAL OBSERVATION AND A BRIEF LITERATURE REVIEW

"Department of Internal Medicine with a course of functional diagnostics and cardiology. V.S. Moiseev, Peoples’ Friendship University of Russia,
Moscow, Russia; 2Center for renal care for pregnant women, Clinical City Hospital named after A.K. Eramishantsev, Moscow, Russia; ® Depart-
ment of Internal, Occupational Medicine and Rheumatology, Institute of Clinical Medicine, First Sechenov Moscow State Medical University
(Sechenov University), Moscow, Russia

ABSTRACT

According to modern concepts, for the development of atypical hemolytic uremic syndrome (aHUS) in predisposed indi-
viduals, additional factors are necessary, which today are considered as complement-activating states. The most common of
them are infections, pregnancy and childbirth, autoimmune diseases, transplantation of bone marrow and solid organs, some
medications. Less commonly, aHUS is preceded by malignant arterial hypertension and glomerular kidney disease. Clinical
observation of a patient suffering from a steroid-sensitive relapsing nephrotic syndrome (NS) for 10 years, in which after a viral
infection first increased blood pressure, developed impaired renal function and hematological manifestations of thrombotic
microangiopathy (TMA), is given. In the presented observation, aHUS developed as a “second disease” in a patient with previ-
ously diagnosed glomerular kidney disease, which led to the rapid progression of chronic kidney disease with the development
of terminal renal failure. This is evidenced by the nature of the course of the disease — NS recurring after acute respiratory viral
infections, not accompanied by changes in urine sediment, arterial hypertension, impaired renal function and easily stopped
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by corticosteroids with rapid disappearance of proteinuria and normalization of protein blood counts. The change in the clinical
picture of nephritis after a herpes zoster infection made us think about the development of a second renal disease of a different
nature, other than glomerulonephritis. Undoubted AKI, combined with severe anemia and thrombocytopenia, was the basis
for the exclusion of primarily TMA. The exclusion of TTP, STEC-HUS and the most common causes of secondary TMA made it
possible to diagnose atypical HUS. The role of NS in the development of TMA is discussed. Blood coagulation disorders and

VEGF-dependent mechanisms are considered as possible mechanisms.
Keywords: atypical hemolytic uremic syndrome, nephrotic syndrome, glomerulopathy
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BBEAEHUE

ATHUNIYHBIN T€MOTUTHKO-YPEMUYECKUN CUHIPOM
(al'VC) — kmaccuueckas TpoMOOTHYECKAsh MHUKPO-
anruonarust (TMA), npencTaBieHHass MUKPOAHTHO-
naTuyeckod remonutuyeckoi anemuein (MATA),
TPOMOOLIMTONICHUEH M OCTPBIM MOBPEKIECHHEM IIO-
yek (OIIII). IMpumepno B 60% cnydaeB y manueH-
ToB ¢ al'YC wmaeHTHPUUUPYIOT MyTaluud B TeHAX
CHCTEMBI KOMITJIEMEHTa, YTO 0OOCHOBBIBAET TEPMHUH
«xoMmIieMeHT-onocpenoBanHas TMAY, KOTOpbIi He-
KOTOpBIE€ aBTOPBI MPEANOUNTAIOT HCTOPUUECKOMY Ha-
3BaHui0 «atunuuabli ['YC» [1]. Ycranosneno, 4uto
TeHEeTHYECKUH Ae(eKT CHUCTeMBbl KOMILIEMEHTa He
siBisieTcst npuunHor al'YC, a numib mpenpacnosara-
eT K ero pa3sutuio. /i nannmanuu octpoit TMA y
MIPeIPACIIONOKEHHBIX JIMIl HE0OX0AUMO BO3/IeiicTBHE
JOTIOJTHUTENBHBIX (DAaKTOPOB, KOTOpPBIE CETOAHS pac-
CMaTpUBalOT KaK KOMIUIEMEHT-aKTHBHPYIOLIHE CO-
crosiaust (KAC). Hanbosee yacThIMU U3 HUX SIBJISFOT-
csl MHPEKIHU, OEPEeMEHHOCTh U POJIbI, ayTOMMMYH-
HbIE 3a00JIeBaHMs, 37I0KaueCTBEHHbIE HOBOOOpa3oBa-
HUS, TPAHCIUIAHTAIMSI KOCTHOIO MO3Ta M COJHMIHBIX
OpraHoB, HEKOTOpbIE JIEKapCTBEHHbIE Ipenaparhl.
T'opaszno pexe passuthio al'YC npeamecTByroT 3710-
KaueCTBEHHAs apTepHalibHas FUIEPTOHUS U IIIoMepy-
JsipHble 3a0oneBanusi moyek. [IpuBogum coOCTBEH-
Hoe HaOmonenue al'YC y B3pocCiioil MalyeHTKH co
CTEPOUIYYBCTBUTEIBHBIM HE(QPOTHUECKUM CHHIPO-
MoM (HC) perinBHpyIOLIETo TeUEHUS.

KJIWHUYECKHUWA CIAYYAN

IManmentka, 32 roma, A0 2003 r. cumrana ceds
3JI0pOBOM, U3MCHEHUI B aHaIM3aX MOYM HE OBLIO.
Ocensto 2003 . nocie OPBU BnepBbie mosiBUiIach
nporerHypus 0 10 /71 6e3 u3MeHeHuUs 0cajika MOYH,
copmuposaics HC. Aprepuanibnoe nasienue (AJl)
1 (QYHKLUS TIOYEK OCTaBaIHCh HOPMaIbHBIMU (Kpea-
TUHHH cbIBOpoTKH — CKp — 66 MkMonb/i1). B cramnmo-
Hape 10 MECTY KHUTEJIbCTBA JUArHOCTHPOBAH XPOHU-
yeckuii romepyiaonegput (XI'H) Hedporuueckoro

tuna. Hagaro neuenne npenuauzononom (I13) BHyTph
B J103e 60 MI/CyT, IPOBEJICHA CITYJIbCH-TEPAITHSI METH-
npenoM (1500 mr) ¢ OBICTPBIM, B TeUEHHE 2 HEJ, J0-
ctikenueM pemuccun HC (cHMKeHne mpoTenHypun
1o 0,6 r/cyT, BOCCTaHOBJIEHHE HOPMAIBHOTO YPOBHS
CBIBOPOTOYHBIX OEIKOB), TIOCTIE YEro CTepOUIHAs Te-
panust Obuta orMeHeHa. [locnenyromue 10 neT y ma-
LIUEHTKH IIOCJIE OCTPOM pEeCHHUpPAaTOPHONH BUPYCHOM
undeknun (OPBU) ormeuanuch exeronHbie pelu-
muBbl HC, KoTOpBIE, aHAJIOTHYHO TIEPBOMY 3ITHU30/1Y,
OBICTPO KYNUPOBAIUCH TITFOKOKOPTHKOCTEPOHUIAMH
('KC). dynKIms nmoyek ocTaBajach COXpaHHON B Te-
YEHHUE BCETro NEPHOIa HaOIIOACHUS.

Pe3koe yxymuieHHe COCTOSIHUSI C W3MEHEHUEM
KJIMHAYECKOW KapTHUHBI OOJIE3HU TMPOU3O0IILIO B OKTSI-
ope 2013 r. Tlocme mepeHECEHHOTO gerpes zoster,
OIHOBPEMEHHO C ouepenHbM peruauBoM HC (cy-
TOYHAsi MPOTeUHypHst — 3,3 T/CyT, adbOyMHH CBHIBO-
pOTKH 22 T/11) BIEpBBIE pa3BUIICS OCTpoHEDpHUTHYE-
CKUI CHHIIPOM C 3IHU30JaMH MaKpOoreMarypHH, I0-
BoieHuemM AJl 10 140-150/90 mm pr. ct. u CKp 10
280 MKMOJIB/J1. B cTannonape 1o MecTy JKUTeNIbCTBA
ObL1a BO300HOBIICHAa MOHOTepanus 113 B go3e 50 mr/
CYT, Ha3HaueHbI TUypeTHKU. HecMoTpst Ha KpaTKOB-
pEMEHHOE YITyUIllleHHe COCTOSHUSI MAIIMEHTKH B BHJIC
WCUYE3HOBEHHUSI OTEKOB, TeHJICHIIMH K cHIKeHn0 CKp
(10 170 MKMOJIB/JT) U TOBBIIICHUIO 00IIEro Oeka u
anp0yMuHa, B KOHIIE HOSIOpS BHOBH OTMEUEHO Pe3Koe
HapacTaHue OTEYHOTO CHHJIPOMA JIO0 CTETICHU aHacap-
ku (OonmpHas mpubaBwia B Macce Tena okono 20 Kr
3a 10 gneit), yposas AJ] (180/100 mm pr. ct.) u CKp
110 382 MMoJIb/J1. JloGaBiieHre K Tepaliy 3H10KCaHa
B j103e 150 mr/cyT addexra He UMEINO0, Y HAllMeHTKH
pasBuiachk onurypusi (nuypes 300 mu/cyr), Hapac-
Taja TUIepruaparalus, B CBiI3M ¢ 4eM Oblia Hadva-
Ta Tepanus reMoIUaii30M, TIPOBOJIUMAsI B TEUCHUE
1,5 mec. B ator mepuoj cocrosiHue 00JBHOM OcTa-
BAJIOCh CTAOWIILHO TSKEIBIM, XOTSI BBIPAKEHHOCTD
OTEKOB YMEHbIIMJIAch, a ypoBeHb CKp cHuzmiics 110
270 mxMoiib/n. BoccraHoBieHre auypesa MO3BOJIH-
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JI0 TPeKpaTUTh AMATU3HYIO Tepanuio. TskecTb co-
CTOSTHUS YCYT'YOHJIO pa3BUTHE BBHIPAKEHHON aHEMUU
CO CHIDKCHHEM reMoriioonHa 10 49 r/11 B OTCYyTCTBHE
MIPU3HAKOB KPOBOTEUEHHS, TPOMOOLIUTONIEHUH (YHC-
JI0 TPOMOOIUTOB 10 70 THIC./MKII), JIEHKOIIEHUH (10
1,5 teic./Mki). [Tocieansist Oblia paciieHeHa Kak Mmpo-
SIBJICHHE HEXeJIaTeJIbHOro »(QeKTa 3HJIOKCaHa, B
CBSI3U C UeM Tpernapar OblJ1 OTMEHEH.

B ¢depane 2014 r. nanueHTka Obljia rOCIUTAIN-
3upoBaHa B KIUHHUKY Hedponoruu [lepsoro MI'MY
M. U.M. CedeHoBa B CBS3H C TAKECTbIO COCTOSHUSA
Y HECHOCTBIO JMarHo03a, MPOo0JIKast MOoIydaTh jJede-
nue [13, 103a KOTOPOTO K ’TOMY MOMEHTY COCTaBJIslIa
30 mr/cyT.

[Ipu mocTymuieHuy B KIMHUKY oOpaiaiy Ha ceds
BHUMaHHE BBIp@XKEHHAs THIEpruapatanus (OTeKu
CTeTIeHU aHACapKH, THAPOTIEPUKAP 10 JaHHBIM DXO-
KT 1 koMIbrOTEpHO TOMOTpaduK OPraHoOB IPYAHOM
KJICTKH, OJBIIIKA 10 26—28 B 1 MUH), TsKenas apre-
puansHas runeptonus (Al 180—190/100—-110 mm pr.
CT.), PE3UCTeHTHAasI K 4-KOMIOHEHTHON aHTHTUIIEep-
TEH3WBHOM Tepanuu, COXpaHsIOIIascsa aHeMHUs C IIPH-
3HaKaMM MHKpoaHruornarudeckoro remosusa (Hs 70
r/m, JIAT 920 EJI/n npu Hopme 260—480 E/1/n, otpu-
narenbHas mpoda Kymbcea), Tpomborutonenus (130
TBIC./MKIJI), YMepeHHO BbIpaxkeHHbIH HC (cyTouHas
npoTeuHypus 5,2 r/cyT, anbOyMUH CBHIBOPOTKH 28,4
/1), noBbIeHHbIN 10 2,2 Mr/aa CKp. Obmas remo-
JUTHYECKasi akTUBHOCTH KomruiemeHTa CH50 cocra-
Buita 32 % (aopma 20-40%). Ha ocHoBanuu covera-
Hus octporo nospexaenus nouek (OIII) c MAT'A u
TpoMOoITONIeHNel Obuta quarnoctupoana TMA, B
CBSI3U € YeM Hadata IutazMorepanus. OaHako mepBas
xe Tpancdysust cBexkezamopokeHHo mna3zmel (C3I1)
OCJIO)KHWJIACh PAa3BUTHEM aJUIEPTHYECKON peakuuu
C MOBBILIIEHHEM TeMIiepatypsl Tena a0 38 °C. Ilpen-
MIPUHATAsA 4Yepe3 JIeHb BTOpas MOMbITKa TpaHCPy3Uu
C3II Takke ObIIa HEYCHEITHONW — Y TAIlUCHTKH pa3-
BIJIMCh CYJIOPOKHBIN CHHIPOM W JIMXOpajaKa, 4YTO
MTOCITY>KWJIO IPUUMHON npekpamieHus Tepanuu C3I1.
[IpoBenennoe g yrounenus npuunHbl TMA 006-
cnenoBanue (onpenencane AH®, anturen K 1ByCIu-
panbnoit JIHK, xapauonumnuny, B2-rmukonporeunyl,
BOJYAHOYHOTO AHTUKOATYJSHTA) TIO3BOJIMIIO OTBEp-
THYTh JUArHo3bl CUCTEMHON KpPacHOW BOJIYAHKH U
aHTHU(OCHONUITUIHOTO CHHIPOMA, HAa OCHOBAaHUHU
HopMmaneHOil aktuBHOCTH ADAMTS 13 (123%)
ObUIa MCKITIOUEHAa TPOMOOTHYECKash TPOMOOIHUTOTIE-
nuyeckas myprypa (TTID). OrcyTcTBHE NpH3HAKOB
MOpaKeHHUs HKETYJI0YHO-KUIIIEYHOTO TpakTa B Je0r0-
Te 3a00JIeBaHUs U TI0O MEPEe €ro Pa3BUTHS UCKITIOYAJIO
JUarHo3 TUITMYHOTO TeMOUTHKO-YPEMHYECKOTO CHH-
npoma (STEC-I'YC). Takum oOpa3oM, HUCKITIOUCHUE
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Hanbosee yacThiX mpuauH TMA MO3BOJIMIIO JUATHO-
ctupoBath al ' YC y manueHTKy, B TeUeHUe JUIUTENb-
Horo BpemeHu crpanatomieii XI'H HedpoTrueckoro
TUna (PeUUIUBUPYIOMINNA CTEPOUTIYBCTBUTEIBHBIN
HC), npeanonoxuTenbHO COOTBETCTBYIOUINM 00Je3-
HU MUHUMAaJbHBIX n3MeHeHuni (BMUN).

N3-3a HEBO3MOXXHOCTH IPOBEICHUSA ILIa3MOTe-
panuy COCTOSIHME MAIMEeHTKHU B AMHAMUKE Tporpec-
CHUBHO yXYAIIaIOCh: ycyryomnacs anemus (Hs 70—
59 /1), Hapociia BEIPAKEHHOCTh TPOMOOIIUTOIICHUN
(130-85 TbIC./MKIT), TOSIBHIICS KOXKHBIA TeMOpparu-
YEeCKUI CHHJIPOM, MPOAOIKA MOBBIIIATECA KpeaTh-
HUH (2,2-3,3 MI/m1), coxpaHslach pe3HCTEHTHAs K
MHOT'OKOMITOHEHTHOW aHTUTUIIEPTEH3UBHOM Tepanuu
apTepuaigbHasi THIIEPTOHNS, XOTS yPOBEHb ajIh0yMuHa
KpoBHM HOpManu3oBajcs (anpOymun 28-30-35 r/n).
Coueranme TSDKEJIOW apTepHanbHON THIEPTOHUH C
Hapacraroliel aHemMueld M TPOMOOIMTONIEHHEH HE
MTO3BOJIMJIO BBITIOJIHUTE OHOTICHIO TIOYKH, 0€3yCIIOBHO
MOKa3aHHYo Ui Bepu(pUKaluy AUarHosa.

B xnmHuKe manyeHTKe NpoBoAnIach CHMIITOMATH-
YyecKasl Tepanusi: TpaHcy3un SPUTPOLIUTHON MacChl,
HU3KOMOJIEKYJISIpHBIE TenapuHbl (3HOKcamapua 80
MT/CyT), TUYPETUKH; pojoinKeHa Tepanus [13 ¢ mo-
CTETICHHBIM CHIDKEHHEM J103bl. BBUTO pexomeHaoBa-
HO Ha3HauYEHHUE 10 MECTY JKUTENIbCTBA KOMIUIEMEHT-
OIIOKMPYIOIIETO TpernapaTa « DKyIn3yMad Kak Cpe/l-
cTBa maroreHerndeckoit Teparmuu al'yYC, 9T0 maBano
OCHOBaHHE PacCYUTHIBATh HE TOJBKO HA KyIHPOBa-
HUE TEeMaToJIOTHYECKUX MPOSBICHUN 3a00seBaHus,
HO W Ha BO3MO)XHOCTh BOCCTAHOBJIEHHUS (YHKIHU
MOYEK, YUUTHIBasE OTHOCUTEIHHO HEOOIBINION CPOK OT
neorora TMA. OnHako B He(POIOTHIECKOM CTaIUO-
Hape MO0 MEeCTy >KUTEeNbCTBA, KyJa MalleHTKa Oblia
TOCIUTAIM3UPOBAaHA TIOCIE BBIMUCKU W3 KIWHUKH,
9KyaM3yMab Ha3Ha4eH He ObLI. DTO MPUBEJO K Jajb-
HelIeMy MpOorpeccupoBaHuio 3a00jieBaHUS C paz-
BUTHEM aHYPHH U OBICTPBIM HapacTaHWEM a30TeMUU
(CKp 350-540 MKkMOITB/JT), 4TO IOTPEOOBAIIO HAYaAIA
JIeYEHUs] MPOrpaMMHBIM TeMOAMaTu3oM. B oTcyT-
CTBUE KOMILIeMeHT-0okupyromeit repanun OI1II ne
pa3penmiocs, XoTs reMaToIOrnYecKre MpOsBICHUS
0OJIC3HH PErpeccUpoBav B TCUCHHE 2 MEC OT Hadaja
3amectuTenbHoM moyeyHoi teparnuu (311T). Komnue-
CTBO TPOMOOIIUTOB IMOCTENEHHO HOPMAIU30BaJIOCh,
aHeMmusl ObljIa KyITMpOBaHa MOCJe Ha3HAYEHHs dI103-
TUHOB U BeHO(Depa, AJl cTabmIM3upoBaHO HA YPOBHE
120-130/80 MM pT. CT., B CBSI3U ¢ YeM 00bEM aHTHUIHU-
MEePTEH3MBHOM Tepanuu yIaioch MUHUMH3UPOBATH.
UYepes 6 mec 3IIT manumenTka ocraBagach Juaan33a-
BHCHUMO, YTO MO3BOJINIIO KOHCTAaTUPOBATh Pa3BUTHE
TEPMHUHAIBHON IOYEYHOM HEIOCTaTOYHOCTH B HC-
xoze octporo smu3zona TMA.



ISSN 1561-6274. Hedponorusa. 2020. Tom 24. Ne2

ISSN 1561-6274. Nephrology. 2020. Vol. 24. Ne2

B cBs3u ¢ mumaHupyeMoil TpaHCIIaHTauuen noy-
ku B 2017 . B maboparopun ' EHOTEK mnaruentke
ObUIO BBINOJHEHO I'€HETHYECKOE UCCIICIOBAHUE CU-
CTeMbl KOMIUIEMEHTa, HE BBIIBUBIIEE IMaTOT€HHBIX
MyTanui, acconnrpoBanubix ¢ al'YC. OnHako B rene
(pakropa xomrementa H (CFH) u rene ADAMTS13
ObUTM OOHApYKEHbI T€HETHYECKHE BapHaHTHI C He-
YCTaHOBJIEHHBIM KJIMHU4YecKuM 3HadeHnueM: CFH
c.2016A>G, CFH ¢.2808G>T, ADAMTS13 ¢.19C>T,
ADAMTSI13 ¢.1342C>G, ADAMTS13 ¢.1852C>G.
K nHacrosmemy BpeMeHHU NalyeHTka B TeueHue 6 et
[OJTy4aeT JIeYCHHE MPOTPAaMMHBIM T'e€MOAHATU3OM.
JlaGopaTtopHble TOKa3aTelau CTAOWIbHBI: Te€MOIJIO-
oun 120 1/n, yucno TPoMOOUUTOB 222 THIC./MKIL.
[TarmenTka BHEcCeHa B JIMCT OXHJIAHUS TPaHCIIIAH-
TallUd MOYKH, KOTOPYIO TUIAHHUPYETCS BBIMOJHUTH C
WCIIOJIb30BAaHUEM D3Kylu3ymada Juid TpoQHIaKTUKA
perunua al'YC, puck pa3BUTHS KOTOPOTO OIICHEH
KaK CPEIHM, YUYHUTHIBas HOCUTEIbCTBO HECKOJIBKHX
FeHETUYECKUX BAPUAHTOB CHUCTEMBl KOMILJIEMEHTa U
ADAMTSI13, xoTs 1 ¢ HEyCTAaHOBJIEHHBIM KIMHHYE-
CKUM 3Hau€HHUEM.

OBCY>XXAEHUE

[MpuBeneHHOe HaONIONCHUE WILTIOCTPHPYET pas-
Butne al'YC kak «BTOpoi O0Ne3HW» y MAIMCHTKH,
C BBICOKOW BEpOSTHOCTHIO CTpaJaBIIeil OOIE3HBIO
MUHUMAaJIbHBIX U3MEHEHUU. B monb3y 3TOro npesrmno-
JIO)KE€HUSI CBUJIETENLCTBYET XapakTep TeueHus 3a00-
JieBaHUA — Ha TpoTshkeHnu 10 et peunauBupyomui
nocne OPBU nedpoTrueckuit cuaapom, He COIMpo-
BOYKIAIOIIUICS U3MEHEHUSAMHU OCaJIKa MOYH, apTepHU-
QIBHOW THIIEPTOHUEH, HApyIIeHHEeM (PYHKIIMU TOYEK
u nerko kynupyembiii ['KC ¢ ObICTpBIM, B TeUeHHUE
2-3 Hex, NCYe3HOBEHHEM MPOTEHHYPUH U HOPMaJIH-
3anueil OemKOBBIX MoKazaTeneidl kpoBu. VIMeHHO u3-
MEHCHHE KIMHUYECKOW KapTHHBI HepHuTa, Mpom30-
HmieaIiee mnocjie nepeHeceHHoW wuH(eknuu herpes
zoster, 3aCTaBWJIO 33JyMaThCsi O Pa3BUTHH BTOPOTO
[IOYEYHOTO 3a00JIeBaHUA WHOW MPHPOJIBI, OTINY-
Hoii ot XI'H. Hecomuennoe OIIII, coueTaromieecs
C TSDKEJION aHeMHel U TpoMOOoUUTONIeHUEH, IBUIIOCH
OCHOBaHHEM JUIsI HUCKIIOYEHHUS B TIEPBYIO OuUepeb
TMA. Uckmouenne TTII, STEC-I'YC u nauboinee
4acThIX NpUYMH BropuyHOW TMA mno3Bosmio nua-
rHoctupoBats al YC.

Kpome 310it 60516HO#, MBI HAOTIONAIH €IIIE YeThI-
pex ManueHToB B Bo3pacTe oT 18 mo 55 et ¢ panee
JTUArHOCTHUPOBAHHBIMU TJIOMEPYJISIPHBIMUA OO0JIe3HSI-
mu. Knnnandeckass kapTuHa B Tpex ciydasx Obuia
npenctasieHa HC, U TOJIbKO y OAHOM HAIMEHTKH C
AHIIA-BackynuTOM OTMeUajgach MPOTCUHYPHs CyO-
HedpoTHUeckoro ypoBHs. buoncus mnoukn Oblia

BBITIOJIHEHA ABYM OOJBHBIM, y OJHOTO W3 HHUX BBI-
sBlieHa KapTuHa IgA-nedpomnarun, y BToporo ¢ Ti-
KenbIM  ctepouniopesuctenTHbiM HC — ¢doxansHO-
CErMeHTapHOTO ITIOMEPYI0CKIEPO3a.

Ilepsoie ommcanua al'YC y mamuentoB ¢ XI'H
nosiBUIHCHh B 80-X romax mpommioro Beka [2]. Co6-
CTBEHHBIH, XOTSI U HEOONBIIOW OMBIT U aHAINU3 OIy-
ONMMKOBAaHHBIX C TeX MOp EAMHUYHBIX HAOMIOACHUN
U peXe MaJbIX Cepuil MO3BOJSET yTBEPXkKAaTh, YTO
0001 TIIoMepylIoHeDPUT y ACTEH M B3POCTBIX HE-
3aBHCHMO OT €ro MOpP(OIOrMYecKoro BapHaHTa
MOXeT ocnoxHuTbea paszputueM al'YC. Octpas
KOMIUIEMEHT-orocpeioBanHast TMA Obuta onuncaHa
npu IgA-nedponaruu [3, 4], Gone3HM MHHUMAIb-
HeIX u3Mmenenuit (BMU), dokaabHO-cerMeHTapHOM
romepyiockiepoze (PCI'C), mMemOpaHO3HOH He-
¢pomatrn (MH) [2, 5, 6], 0CTpOM MOCTCTPENTOKOK-
koBoM ['H [7-9]. UmeroTcs takxe omucanus al'YC,
pasBuBIerocst y 6ompHbIX AHI[A-BackynmuToM ¢ mo-
pakeHUEM T0YEeK, B TOM YHUCIIE U Hallle COOCTBEHHOE
nabmogenue [6, 10, 11]. Ocobyro rpymmy HabmroIe-
HUIl TpeACTaBIAI0T cobolt cimyuait octpoii TMA y
MAIMeHToB ¢ BoiuaHoyHBIM Hedputom (BH). Ot
Cyuyau TpEACTaBICHB He Toimbko TMA, accoruu-
pPOBaHHOH ¢ aHTU(HOCHOIUTIHIHBIM CHHIPOMOM, HO
taxke TTII u al'YC. MlHTEepecHO, YTO HE3aBUCHUMO OT
npuunHbl TMA (antuTena x hocdonununam, nedu-
uut ADAMTSI13, runepaktuBanus KOMILICMCHTA)
IIOCJIE/IHSS Pa3BUBAETCS NpeuMyllecTBeHHO npu BH
IV kmacca [12-14]. Kak oxa3zanocs, pazsutue al' YC
BO3MOXHO Jla)ke Yy TalMEHTOB C HAacleICTBEHHOU
MaToOJIOTHEN TOYeK: HEeNaBHO ObUIO OITyOIMKOBaHO
yHUKalnpHOe Habmonenue coueranus al' YC ¢ cuH-
npomoM Ambriopta 1 AHLIA-HeraTuBHBIM SKCTpakKa-
nuwusipabiM ['H ¢ monynynusmu [15]. Onnako yaie
Bcero onuckiBaioT coueranue al'yY C u memOpaHompo-
mudepatusroro I'H (MIITH) [2, 6, 16, 17]. Cnenyer
OTMETHUTH, YTO MOJOOHOE COYETaHHE BO3MOXKHO HE
TonbKo 1pu C3-ryioMepysonaTiy, YTO BIIOJHE OXKH-
JTAa€MO, YYUTBIBas POJIb N30BITOYHON aKTUBAIIMH ajlb-
TEPHATUBHOI'O ITyTH KOMIUIEMEHTA B Pa3BUTHH 000MX
BUJIOB MATOJIOTUH, HO U TIPU UMMYHOKOMIUIEKCHOM
MIIT'H. Tak, L. Manenty u coaBt., HaOIroqaBIINe
248 GoJbHBIX ¢ MOP(OIOTHIECKH BepUDUIIMPOBAH-
HbIM nuarano3oM XI'H B Tedenue B cpemanem 31 mec,
ormucanu pazsutue al YC y 6 u3 HUX, puueM B 3
ciayvasx u3 6 — nmenHo MIII'H: y nByx manueHToB
UMMYHOKOMILIEKCHBIH, ¥ onHOTO — C3-Hedponarus.
YV BCexX TpOUX NALMEHTOB OTMEUYEHbI HU3KUM YPOBEHb
C3 B CBIBOPOTKE W ME3aHTHAJIbHBIC Aemo3uThl C3 B
Oomontare mouykd. MHTepecHO, YTO HpU TeHETHYe-
CKOM HCCIICZIOBaHUH TaTtoreHHas myTanus resa CFH
OblIa BBIABICHA TOJNBKO y OAHOTO TAIMeHTa, MpH-
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yeM ¢ uMMyHOkoMIuiekcHbiM MIITH, Torma kak y
JIBOUX JIPYTUX OOJNBHBIX HICHTU(GHUIIMPOBAHBI PUCK-
rarwtotunsl CFH-H3 (CFHtgtgt), onmmncannsie panee
kak accoruupoBanueie ¢ al' YC [6]. [Ipuaumas Bo
BHHUMaHHE BO3MOXKHOCTH pa3BuTus al'YC npu cToib
pPa3HBIX BHJAX INIOMEPYISIPHOW MATOJIOTHH TOYEK,
MIPEJICTaBIACTCS BaXKHBIM IMOMCK KaKOTO-TO OOIIEero
(akTopa W/MIM MeXaHU3Ma, KOTOPBIM 0OecreYrBal
OBl peanu3aluio Mpolecca MHUKPOIUPKYIATOPHOTO
TpoMO00Opa30BaHHs B IOYESYHOM COCYMICTOM pyclie
HE3aBHCHUMO OT MaTOreHe3a COCYIIECTBYIOIIEH C HUM
[JIOMEPYJIONaTHH.

AHanu3 onmyOJMKOBAaHHBIX K HACTOSILEMY BpeMe-
HY HaOmonenui al'YC, codeTaromerocs ¢ TeM Wiu
WHBIM MOP(OJIOrHYCCKIM BapUAHTOM TITIOMEpYIIOna-
THUU KaK y B3pOCJBIX, TaK U y JEeTei, MoKkasaj, 4To B
MOJIABIISIFOIEM OOJILIIMHCTBE clydaeB 3a0oJieBaHue
Pa3BUBAJIOCH Yy MAIIMEHTOB, UMEBIINX K MOMEHTY Jie-
6rotra octpoit TMA Hedporuueckuit cunapom. Hare
MHEHHE COBNAJAET C TOYKOW 3peHus L. Manenty u
COAaBT., KOTOpBIE, TPOAHAIU3UPOBAB OITyOJINKOBAH-
weie k 2013 1. Habmropenwusi, oOHapyxwiu, 9to al' YC
661 muarnoctupoBan y 17 mauuentoB ¢ HC, 10 u3
KOTOPBIX — C paHee YCTAaHOBJIEHHBIMHU JMArHO3aMHU
OCI'C u BMU u 7 — ¢ nuarno3zom MH. B Toit ke my-
Onmukanuu aBTOpbl coodmwn o 17 6ompuex MIITH,
13 KoTopeiX y 9 arunmunomy ['YC mpenmiectBoBal
HC, npuyem y cemepbIX U3 HUX paHee ObLI TUArHO-
ctupoBaH UMMyHOKoMIUTeKCHBIM MIII'H [6]. Takum
oOpa3oM, MbI monaraeM, yto HC MoxHO paccmarpu-
BaTh KaK elle OJIMH TPUITEP, XOTS U PeIKUN, aTUITNY-
noro ['YC y mpeapactonoKeHHBIX JIUII.

B mpuBenennom nabmogennn HC Ttaxke mpen-
mecTtBoBan pazButuio al YC. XapaxTtep TeueHus
HepomaTHH y Hallled NalueHTKH aHaJIOTHYeH OIIHv-
cannomy R.L. Siegler u coaBrt. 20 neT Ha3zam y Mo-
JIOZOTO YenoBeKa 22 JeT, OJTHe Tofbl CTpajaBliie-
IO YaCThIMM PEIUINBAMHU CTEPOUIIYBCTBUTEIHHOTO
HC. Tlocne nmatuneTHell peMHUCCUH Y HEro BO3HHUK
OYepeHON peruIuB 3a00JIeBaHus, KOTOPBIN HE OTBE-
THJI Ha CBOEBPEMEHHO Ha3HAYE€HHBIE BBHICOKHE JI03BI
npenHu3onona. CoCTOsTHUE MalMeHTa OCIOKHUIOCH
pa3BUTHEM TSDKEIIOW aHEMHUH, TPOMOOIMTONCHUU C
KOYKHBIM T€MOpPparndeckKuM CHHIPOMOM, HapyIIeHH-
eM ¢yHkuun novek c¢ nopeimenuneM CKp mo 5,9 mr/
Ul U apTepHasIbHON runeproHuei. Yposuu C3- u
C4-KOMIIOHEHTOB KOMILJIEMEHTa B CHIBOPOTKE OBLIH
HOPMaJIbHBIMU. B pe3ynbrare npoBOIUMON CUMIITO-
MaTHYECKOW Tepanuy COCTOSHUE MalleHTa YIaloch
CTaOUIIM3UPOBaTh, U TIOCIE HOPMAJIM3ALUU KOJTUYe-
CTBa TPOMOOIIMTOB €MY BBHITIOTHHIN OHOTICHIO TOYKH.
CaeroonTHueckas KapTHHA COOTBETCTBOBAJIA OCTPOM
TMA ¢ TpoM06030M KanMUTSIPHBIX TIETEh KIIyOOUKOB,
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MpU  DIEKTOPOHHO-MUKPOCKOITMYECKOM HCCIIE0Ba-
HUU BBISIBIIEHBI PacIIaCThIBAHHE HOXKEK IOIOITOB
M OTeK SHAOTENUANbHBIX KJIETOK, YTO IT03BOJIUIIO
nuarHoctupoBarh ['YC y maruenTa ¢ 00JIe3HbI0 MU-
HUMaJbHBIX W3MeHeHui [2]. B to Bpems al'YC Ob11
MaJi0 M3BECTeH KIMHHUIIMCTAM M Yalle BCEero 000-
3HaYaJCs TePMUHOM «BTOpUYHBINH ['YC», KOTOpBIM
U TIOJIb30BAJIMCh aBTOPHI B cBOeM omnucaHuud. OHHU
MIOTIBITAINCE OOBSICHUTH CBSI3b IMEPBUYHON TJIOME-
pysipHoit Oone3nu u BTopmuHoro ['YC Hammumem
THIEPKOAryJISIIUOHHBIX M3MEHEHUH, CBOMCTBEHHBIX
HC, n mpennonoxunu, ato TMA MOXeT OBITH ClIeI-
CTBUEM JucOanaHca MEX/1y MOBBIIIEHHBIM YPOBHEM
MPOKOAryIsiHTHBIX OenkoB (daxtopel V, VII, don
Bunnebpanga) U CHHKEHHBIM YPOBHEM €CTECTBEH-
HBIX aHTHKOAryiasHTOB (antutpomObun I, mporenn
C) u mIa3MHUHOTEHA, a TaK)Ke aKTUBaIueld Tpomobo-
IIUTOB, aHAJOTHYHO TOMY, KaK 3TO UMEET MECTO TpHu
BEHO3HBIX TpoMOo03ax, Hepeako ocnoxusonmx HC
[2]. Takoe oOBsICHEHNE MIPEACTABIIACTCS HAM BIIOJHE
OTIpaBJaHHBIM M O0OCHOBBIBAET BO3MO)KHOCTH MpPHU-
MEHEHHsI aHTHKOAryJIsHTHON Tepanuu y MalueHToB
¢ coueranneM HC u al'VC. IMeHHO 103TOMY MBI U
Ha3HAUWIM Halled MarueHTKe HU3KOMOJEKYISIpHBINA
rerapyH, OJHAKO CHMIITOMaTHuYeCcKas Teparus BpsiI
JM MOIJIa OKa3arhbesi 3 (PeKTUBHON B OTCYyTCTBHE Te-
panuy NaTroreHeTUYeCKOM.

CeromHs MpuU3HaHa BOBMOXKHOCTD pa3BuTist TMA
y MaIMEHTOB C MAaCCHUBHOM MPOTEUMHYpUEH, KOTOpas
MIPUBOJUT K MOTEpe OEIKOB-aHTUKOATYIISTHTOB, PETY-
JUPYIOMNX aKTUBHOCTh CUCTEMbI TeMocTasa, U, Ha-
MIPOTHUB, U30BITOYHOMY CHHTE3Y IE€YEHBIO MTPOKOATy-
JITHTHBIX (PaKTOPOB CBEPTHIBAaHUS. Pe3ynbrarom 3To-
T'0 CTaHOBHTCSI YOPMHUPOBAHKE IPOTPOMOOTHUECKOTO
COCTOSIHMSI, peajn3yeMoro TpomOooOpa3oBaHHEM B
cocyaax pazHOro KaiauOpa, BKIIOYas MUKPOLUPKY-
nstopHoe pycio [18]. Kpome Toro, MMEIOTCsl KIIMHU-
YEeCKHE M JKCIIEPUMEHTAIbHbIE TaHHBIE, CBUIETENb-
CTBYIOIIME O BKHOW PONN AUCPYHKIIUU SHAOTENUSA
B Ppa3BUTUU TPOMOO30B TMPH TNPOTEUHYPHUUECKHX
romepyionaruax [18-23]. YcranosieHo, 4To mpo-
TEUHYpHsI HE(PPOTHUECKOTO YPOBHS acCOIMHPOBAaHA
¢ N30BITOYHBIM OCBOOOXKICHHEM M3 SHI0TETHATBHBIX
KJICTOK TpoMOoMoyuHa, ¢haktopa Gon BuieOpan-
Jla ¥ 9KCTIpeccreli Ha nX MeMOpaHax MOJIEKYI afire3un
PECAM-1 [20, 22]. UMeroTcst Tak)Ke T0Ka3aTeIbCTBA
TOT'0, YTO MOBPEKICHHBIA HI0TEINH, HE3aBUCUMO OT
MeXaHu3Ma MOBPEXKIEHUS, CTAHOBUTCS MCTOYHUKOM
00pa30BaHus HHAOTETHATBHBIX MUKpodacTHil (EMP),
CONleprKAIUX MOIIHBINA MPOKOATYSTHTHBIA OeloK —
TkaHeBoil (aktop (TD), sBASFOLIMIACS HHIYKTOPOM
aKTUBAIIMM TUIA3MEHHOTO Kackama Koarymsimuu [18,
21, 22]. Takum o6pazom, mpu HC Bo BHyTpHIOUCU-
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HOM MUKPOLHPKYISITOPHOM PYCJIE€ CO3MaI0TCA yCIO-
BUS [ JIOKAJIBHOM aKTHBAllUK CUCTEMBI TeMOCTa3a,
BKJIIOYAsA KaK HHIOTEIHATIbHO-TPOMOOIIUTApHOE, TaK
Y TJIa3MEHHOE 3BEHO, C MOCIEAYIONMM MHUKPOTPOM-
6oo6pazoBanuem [19]. O6pazoBaBunecs TpoMObI, B
CBOIO OYepe/ib, MOAACPKUBAIOT TUCHYHKIIUIO SHIO-
Tenusi, GOpMHUPYSI, TAKMM 00pa3oM, MOPOUHBINA KPYT,
MIPUBOASIINI K epcucTupoBanuio TMA.
I'emoKkoarynanyoHHble HapyIIEHUs, XapakTep-
weie s HC, GeccriopHo, BHOCAT CEPhE3HBIN BKIIAT
B pa3ButHe al ' YC mpu npoTenHypHIeCcKUX TIIOMepy-
JIOTIATHSIX, OHAKO, ITO-BUUMOMY, STOT MEXaHHU3M He
MOJKET CUUTAThCSI OCHOBHBIM, IIOCKOJIBKY OH B 3HAYH-
TeJbHOM CTENeHH BTOPUYEH MO OTHOIICHHIO K Maro-
JIOTHH SHJIOTENHS. A TIaBHYIO pOJIb, C HAIIeW TOYKU
3peHus, UTpaeT OINOoCpeoBaHHAs NE(PUIUTOM BHY-
TPHUKIYOOUKOBOTO COCYIUCTOTO 3HIOTEIHAIBEHOTO
(akropa pocra (VEGF) nuchyHKIMs SHA0TENNS [J10-
MepYJSpHBIX KamwuisipoB. [locienusas pasBuBaercs
KaK CJICACTBUEC MOJOLMTOIIATHH, CBOMCTBEHHON BCEM
MIPOTEHMHYPUUYECKUM TIIOMEPYIONaThsM, U B MEPBYIO
ouepens, — bBMU, ®CI'C u MH, 4t0o 1 moaTBepKaa-
eTcs onmyOnukoBaHHBIME HaOmoneHusmu al Y C, pas-
BUBIIETOCS MPEUMYIIECTBEHHO y MAIllUEHTOB C JaH-
HBIMU MOP(OJOrHYCCKIMHU BapraHTaMu Hedpura [2,
5, 6]. U3BectHo, uto VEGF cexpeTtupytoT oTpocTKu
MOJIOLIUTOB, @ PEIENTOPhl K HEMY 3KCIIPECCUPYIOT
KJIETKH JHJOTENNs KIyOO4KOB. DTO 00YyCIOBIMBAET
Ba)kKHEMIIIee JOoKajdbHO-TIoueuHoe 3Hadenne VEGF
Kak (axkTopa, CHOCOOCTBYIOIIETO TOIICPKAHHIO
HOPMAJIbHOM CTPYKTYphl M (PYHKIIMH SHIOTENINATb-
HBIX KJIETOK 32 CUET PETYJSAINH KITyOOUKOBOM IPOHH-
aeMOCTH, 00pa30BaHMUs U COXpaHEHUs (PeHeCTpaluu
SHOTENHS KaWUTAPOB KiIyOoukoB. Takum oOpazoM,
MTOBPEXACHNE MTOIOIINTOB, XapaKTEPHOE [l TPOTEH-
HYpUYECKUX IJIOMEPYJIOTNATHA, T0-BUTUMOMY, BBI3bI-
BaeT Hapyuienue nponykuuu VEGF u ero nuddysnn
K KJIETKaM 2HJ0TEIHS KITyOOYKOB, UYTO MOYKET IpPHBE-
CTH K UX MOBPEXKICHUIO WU YCYTYOUTh YK€ NMEIo-
mieecsi, UHAyLIUpys pazsutue octpoir TMA [19]. He-
(bpoTHyueckuii CHHIPOM SIBISIETCS HE €IUHCTBEHHBIM
COCTOSIHMEM, PUBOJAIINM K peHaiabHoi TMA uepe3
VEGF-3aBucumblii Mexanu3M. BriepBbie cymiecTBo-
BaHHe Noo0Horo Myt (hopmupoBanus TMA Obuio
JTOKa3aHO TMPH NMPUMEHEHHH TaK Ha3bIBAEMON aHTH-
VEGF-tepanuu ass 1edeHus MalueHToB C 3JI0Kade-
CTBEHHBIMH omyxoiisiMu. biokama VEGF monOKIO0-
HaTbHBIMH aHTUTeNaMu (OeBarm3ymad) BBI3BIBAIA
pa3BUTHE apTepHUaIbHON THIEPTOHUM W HAPYIICHUS
(yHKIMH TIO4eK ¢ MOpP(OIOTHYECKON KapTHHON
octpoiit TMA, KoTopbIe perpecCupoBaIu IOCIE OTME-
HBbI Mpenapara. AHaJOrHuHbIH 3()(EKT ObLT MONTyUYCH
B OKCIIEPUMEHTE ITPH BBEACHNH MbIiaM anTu-VEGF-

aHTHUTEJI, OJTHAKO TIOCIIeNyIOIIee BBEACHNUE TIpernapa-
ta VEGF yctpanso ero [24]. OTu maHHBIE CBHIE-
TEJILCTBYIOT B MTOJIb3Y TOTO, YTO JIOKAJIBHBIN JCQUIIUT
VEGF B nmoukax croco6ctByet pa3zsutuio TMA. He-
CKOJIBKO JIET Ha3aj ObLIM MOJY4YeHBl HOBBIE JIaHHBIE,
JIOTIONTHSAIONME HAIlX TpeacTasienus o ponu VEGF
B pa3utu TMA. B skcnepuMeHTe Ha MBIIIMHBIX
Mojeax Obut0 nmokazaHo, 4yro VEGF nmonornurapHoit
NPUPOJIBI MHIAYIUPYET JOKAIBHBIH cuHTE3 (hakTopa
kommuieMenTta H (CFH) B kimeTkax rioMepyisipHOTO
suporenus. biokana VEGF mpuBoauT K CHUKXCHHUIO
skcnpeccun CFH B kimy6oukax, 9to ocinabiseT 3amu-
Ty OT aTaku KOMIUIEMEHTa U MOXKET MHAYIHPOBATh
pa3BuTHE KOMIUIeMeHT-onocpenoBanHoii TMA, o
4eM CBUACTEIbCTBYIOT nAeno3uthl C3d u C4d B kiy-
Ooukax [25, 26]. Takum obpa3om, ociabiieHre mapa-
KpuHHOTO netictBus noporutapHoro VEGF B otHo-
IICHUN SHJIOTENHS KIyOOYKOB, CIIPOBOIMPOBAHHOE
MOJIOLMTOIIATHEN, BBI3BIBAET HE TOJBKO IOBPEXKIE-
HUE SHAO0TENNATBHBIX KJIETOK, HO M HapyIlIaeT uX aH-
TUKOMIUIEMEHTAPHYIO 3alllUTy B pe3yjbTaTe CHHXKe-
HUS aKTUBHOCTH JIOKAJIbHBIX MEXaHU3MOB PETYISIINN
aJbTEPHATUBHOTO IMYTH KOMIUIEMEHTa, YTO MOXKET
croco6cTBoBarh pa3putuio al' YC B 0cobeHHOCTH Y
JUII C TEHETHYECKUM JIe(PEKTOM CHUCTEMbI KOMILIE-
MenTa. C aedunurom kinydooukoBoro VEGF moxer
OBITH cBsI3aHO Takke pa3Butue al ' YC y marueHToB ¢
IgA-Hedponarueii, MOCKOIBKY, Kak ObLIO YCTaHOBIIE-
HO, TNTUKO3UJIMPOBAHHBIN UMMYHOTIIOOYJIMH A CIIOCO-
6en Hapymarts cuate3 VEGF [19, 27].

B mpencraBneHHOM HamMM HaAOMIOAEHUM y Talld-
EHTKH OTCYTCTBOBAJIM MYyTalldH, aCCOLMHPOBAHHBIC
¢ pazsutueM al ' YC, ogHako ObLTH BBHISBICHBI 2 TEHE-
tnyeckux Bapuanta CFH ¢ HescHBIM KIMHMYECKUM
3HaueHneM. MO)KHO TIpejmnosararb, 4YTo UX COYeTa-
HHUE C ONMUCAHHBIMH BbIIIIE MEXaHU3MaMHU U TIPUBEJIO
K pazsututo al 'Y C B momenT pennausa HC mocie Ts-
JKeJlo# BupycHol uHpekiuu herpes zoster, kotopas u
cama 1o cebe Moria ObITh TPUITEPOM KOMILIEMEHT-
onocpenoBanHor TMA.

SAKJIKOMEHUE

Atunnunsiit I'YC MoeT pa3BUTBCS Kak «BTOpas
0ose3Hb» Kak y pebeHka, Tak U y B3pOCJIOro Maiu-
€HTa C paHee JUarHOCTHPOBAHHBIM TIIOMEPYIAPHBIM
3a0oneBanneM modek. Hambonee yacThIMU MepBUY-
HBIMH 3a00JIeBaHUSAMHU CJEIyeT CYUTATh OOJIEe3Hb
MuHUMaIbHBIX M3MeHeHuii 1 ®CI'C, a Taxke MeM-
opanonponudeparuubiii 'H. OnHako ciemyer mom-
HUTB, 9T0 al ' YC MOXET 0CHOXKHUTH J1I060i Mopdo-
JIOTHYECKUI BapuaHT HepuTa Kak NepPBUYHOTO, TaK
Y TIPY CUCTEMHBIX 3a00JIeBaHUAX — CUCTEMHOM Kpac-
Hoii Bomuanke u AHI[A-Backynurax. Knuauueckas
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KapTuHa HedpHUTa, TPEAIICCTBYIOMIECTO PA3BUTHIO
KOMIUIEMEHT-oriocpefoBannoii TMA, wamie Bcero
OBIBacT IpecTaBiIcHa HEPPOTHISCKUM CHHAPOMOM,
KOTOpBIi Ha HECKOJIBKO JIET OIEepPEekKaeT pa3BUTHE
al'VYC 1 MOXeT UMEeTh PEeIMINBUPYIOMINI XapakTep.
Huarnos al'YC HeoOxoauMo mpeanoiararh Ha OCHO-
BaHUH TpaHCHOpMaIMK KJIMHUYSCKON KapTHHBI 3200-
JICBaHUS — MPUCOCTUHCHUS K HEPPOTUICCKOMY CHH-
JIPOMY TPU3HAKOB OCTPOHE(PPUTHUSCKOTO CHHIPOMA,
apTepHuagbHON TUIICPTOHUHN W/WJIU HAPYIICHUS (PyHK-
MU TIoYeK, a Taxke mpuoOperenuss HC cpoiicTBa
crepouape3ucteHTHOCTH. CoueTaHue IepeuncicH-
HBIX CHMIITOMOB C OBICTPBIM pPa3BUTHEM aHEMHUHU B
OTCYTCTBHEC OYCBHIHON €€ MPUYHUHBI U TMOSBICHHEM
TPOMOOITUTOIIEHUHN TIPSIMO YKa3bIBACT HA MPUCOCIU-
nenue TMA. B atom ciyyae marpieHTa HE0OX0IUMO
obcnenoBaTh B COOTBETCTBUU C PEKOMEHIAITHSMH,
npuHATEIME 4711 TMA, u He3aMeIUTEeIFHO Hauu-
HATh TEpaIUIO CBEKE3aMOPOKEHHOM IJIa3MOM, MpeI-
MOYTUTEIbHEE B PEXUME I1a3MooOMeHa. buorcus
[MOYKHU TSI OKOHYATEIbHOH BEepU(HUKAIIMKA JTHATHO3a
MOKET OBITh BBITIOJIHCHA TI0CIIC HOPMAJTU3AI[IH KOJIH-
4eCcTBa TPOMOOIIUTOB.

BUBJIMOrPA®UNYECKUIA CMINCOK
REFERENCES

1. CmupHoB AB, KapyHHas AB, lo6poHpaBoB BA. Hedpo-
JIOrM4yeckre acrnekTbl KOMMIEMEHT-0NOCPef0BaHHON TPOMOOTH-
4yeckor MukpoaHruonatun. Tepanestudeckuri apxms 2017;89(6):
34-40. doi: 10.17116/terarkh201789634-40

Smirnov AV, Karunnaya AV, Dobronravov VA. Nephrological
aspects of complement-mediated thrombotic microangiopathy.
Ter arh 2017;89(6):34-40. (In Russ.)

2. Siegler RL, Brewer ED, Pysher TJ. Hemolytic uremic
syndrome associated with glomerular disease. Am Journ Kidney
Diseases 1989; XIlI(2):144-147. doi: 10.2169/internalmedi-
cine.38.495

3. Morita S, Sakai T, Okamoto N et al. Hemolytic uremic
syndrome associated with Immunoglobulin A nephropathy: a
case report and review of cases of hemolytic uremic syndrome
with glomerular disease. Internal Med 1999;38(6):495-499. doi:
10.2169/internalmedicine.38.495

4. Surmeli-Déven S, Delibag A, Giirses | et al. Hemolytic uremic
syndrome and IgA nephropathy in a child: Coincidence or not?
The Turkish Journal of Pediatrics 2018;60:81-85. doi: 10.24953/
turkjped.2018.01.012.

5. Benz K, Amann K, Dittrich K. Thrombotic microangiopathy
as a complication in a patient with focal segmental glomerulo-
sclerosis. Pediatr Nephrol 2007;22:2125-2128. doi: 10.1007/
s00467-007-0563-6

6. Manenti L, Gnappi E, Vaglio A et al. Atypical hemolytic ure-
mic syndrome with underlying glomerulopathies. A case series and
a review of the literature. Nephrol Dial Transplant 2013;28:2246—
2259. doi: 10.1093/ndt/gft220.

7. 1zumi T, Hyodo T, Kikuchi Y et al. An adult with Acute post-
streptococcal glomerulonephritis complicated by hemolytic uremic
syndrome and nephrotic syndrome. Am Journ Kidney Diseases
2005;46(4):E59-E63. doi: 10.1053/j.ajkd.2005.06.010

8. Kakajiwala A, Bhatti T, Kaplan BS et al. Post-streptococcal
glomerulonephritis associated with atypical hemolytic uremic
syndrome: to treat or not to treat with eculizumab? Clinical Kidney
Journal 2016;9(1):90-96. doi: 10.1093/ckj/sfv119.

86

9. Parekh M, Konnur A, Gang S. Poststreptococcal Glomeru-
lonephritis with Atypical Hemolytic Uremic Syndrome: An Unusual
Presentation. SaudiJ Kidney Dis Transpl 2018;29(3):728-731. doi:
10.4103/1319-2442.235201.

10. bynanos HM, Kosnosckas HJ1, Moncees CB n gp. CoyeTa-
Hne AHUA-BackynuTa 1 aTunmM4yHoro reMosimTMKo-ypemMm4yeckoro
cuHApoMa y naumeHTkn ¢ mytaumeli reHa DGKE (KnuHudeckuia
pasbop). Hepponorua v anann3 2018;20(2):212-224. doi:
10.28996/2618-9801-2018-2-212-224

Bulanov NM, Kozlovskaya NL, Moiseev SV. ANCA-associated
vasculitis and atypical hemolytic uremic syndrome in a patient
with DGKE mutation (Clinical discussion). Nefrologiya i dializ
2018;20(2):212-224. (In Russ.)

11. Sathe KP, Mehta KP. Coexistence of Atypical Hemo-
lytic Uremic Syndrome with Membranoproliferative Glomerulo-
nephritis and Antineutrophil Cytoplasmic Antibodies-associated
Vasculitis. Saudi J Kidney Dis Transpl 2016;27(4):800-804. doi:
10.4103/1319-2442.185267

12. Song D, Wu L, Wang F et al. The spectrum of re-
nal thrombotic microangiopathy in Lupus nephritis. Arthritis
Research&Therapy 2013;15:R12-R23. doi: 10.1186/ar4142.

13. Blum D, Blake G. Lupus-associated thrombotic throm-
bocytopenic purpura-like microangiopathy. World J Nephrol
2015;4(5):528-531. doi: 10.5527/wjn.v4.i5.528.

14.0no M, Ohashi N, Namikawa A et al. A Rare Case of Lupus
Nephritis Presenting as Thrombotic Microangiopathy with Diffuse
Pseudotubulization Possibly Caused by Atypical Hemolytic Uremic
Syndrome. Intern Med 2018;57:1617-1623. doi: 10.2169/inter-
nalmedicine.0228-17

15. Tao J, Lieberman J, Lafayette RA, Kambham N. A rare
case of Alport syndrome, atypical hemolytic uremic syndrome and
Pauci-immune crescentic glomerulonephritis. BMC Nephrology
2018;19:355-361. doi: 10.1186/s12882-018-1170-4.

16. Noris M, Remuzzi G. Glomerular Diseases Dependent
on Complement Activation, Including Atypical Hemolytic Ure-
mic Syndrome, Membranoproliferative Glomerulonephritis, and
C3 Glomerulopathy. Am J Kidney Dis 2015;66:359-375. doi:
10.1053/j.ajkd.2015.03.040.

17. Ankawi GA, Clark WF. Atypical haemolytic uremic syn-
drome (aHUS) and membranoproliferative glomerulonephritis
(MPGN), different diseases or a spectrum of complement medi-
ated glomerular diseases? BMJ Case Rep 2017.doi:10.1136/
bcr-2017-220974

18. Chen G, Liu H, Liu F. A glimpse of the glomerular milieu:
from endothelial cells to thrombotic disease in nephrotic syn-
drome. Microvascular research 2013;89:1-6. doi: 10.1016/j.
mvr.2013.06.011

19. Noris M, Mele C, Remuzzi G. Podocyte dysfunction in
atypical haemolytic uraemic syndrome. Nature Reviews Nephrol-
ogy 2015. doi:10.1038/nrneph.2014.250

20. Tkaczyk M, Czupryniak A, Owczarek D et al. Markers of
endothelial dysfunction in children with idiopathic nephrotic syn-
drome. Am J Nephrol 2008;28:197-202. doi: 10.1159/000110088

21. Gao C, Xie R, Yu C et al. Procoagulant activity of erythro-
cytes and platelets through phosphatidylserine exposure and mi-
croparticles release in patients with nephrotic syndrome. Thromb
Haemost 2012;107:681-689. doi: 10.1160/TH11-09-0673

22. Burger D, Schok S, Thompson CS et al. Microparticles:
biomarkers and beyond. Clin Sci (London) 2013;124:423-441.
doi: 10.1042/CS20120309

23. Khan F, Yamakami K, Machmood J et al. Alteration of
cell adhesion molecules in human glomerular endothelial cells in
response to nephritis-associated plasminogen receptor. Nephron
Exp Nephrol 2007;105:e53-e64. doi:10.1159/000097840

24. Eremina V, Jefferson J, Kowalewska J et al. VEGF in-
hibition and renal thrombotic microangiopathy. N Engl J Med
2008;358:1129-1136. doi: 10.1056/NEJM0a0707330

25. Keir LS, Firth R, Aponic L et al. VEGF regulates local in-
hibitory complement proteins in the eye and kidney. J Clin Invest
2017;127(1):199-214. doi: 10.1172/JCI86418

26. Allison SJ. VEGF-complement interactions. Nature Re-
views Nephrology 2016. doi:10.1038/nrneph.2016.184



ISSN 1561-6274. Hedponorusa. 2020. Tom 24. Ne2

ISSN 1561-6274. Nephrology. 2020. Vol. 24. Ne2

27. Amore A, Conti G, Cirina P et al. Aberrantly glycosylated
IgA molecules downregulate the synthesis and secretion of vascu-
lar endothelial growth factor in human mesangial cells. Am J Kidney
Disease 2000;36:1242-1252. doi: 10.1053/ajkd.2000.19840

ABTOpBbI 329BNAIOT 06 OTCYTCTBUU KOHDNINKTA UHTEPECOB.
The authors declare no conflict of interest.

CaesieHusi 00 aBTOpax:

Ipod. Koznosckast Haranbs JIbBOBHA, I-p Mea. HayK

117198, Poccust, Mocksa, yi1. Muknyxo-Maknas, a. 6. Pe-
JepajbHOE TOCYIapCTBEHHOE aBTOHOMHOE 00pa3oBaTesIbHOE
yupexaeHne Bbiciiero oopasoBanus «PoccHiickuii yHHBEPCUTET
IpyXObI HapoJOB», Kadeapa BHYTPEHHHX OoJie3Heil ¢ KypcoM
(YHKIMOHAJIBHON AMArHOCTUKHU U Kapauosorud uM. B.C. Mowu-
ceeBa. 129327, Mocksa, Poccus, yi. Jlenckas, n. 15. I'ocynap-
CTBEHHOE OIOJPKETHOE YUpPEeXKICHHE 3APaBOOXPAHEHHs ropoja
Mocksel «lopoackast kiuHuueckast 6onpauna uM. A.K. Epamu-
manuesa Jlenmapramenra 3npaBooxpaneHusi MOCKBBIY, LIEHTP I10-
MoIy GepeMeHHBIM C MaTOJOTHel MOo4YeK, PyKOBOANUTENb. Te.:
8-985-998-63-92, e-mail: nkozlovskaya@yandex.ru. ORCID
0000-0002-4275-0315

Jou. Koporuaesa IOnus BauecnaBoBHa, kaHI. Me. HayK
119991, Mockaa, yn. Tpy6eukas, 1. 8, crp. 2. PTAOY BO Ilep-
Bolii MMV um. .M. CeuenoBa, kadenpa BHYTPEHHHX, MPO-
(eccroHa bHBIX 0OOJE3HEH M peBMarojorud MHCTHTYTa K-
HUueckoi memuuuHbl. 129327, Mocksa, Poccus, yn. Jlenckas,
n. 15. TocynapcTBeHHOE OIO[KETHOE YUPEKICHHE 3APABOOX-
panenus ropoxa Mocksbl «lopozckast KIMHUYECKass OONbHULIA
uMm. A.K. EpamumanuneBa /[lemapramenra 31paBOOXpaHEHUS
MOCKBBI», IIEHTP MOMOIIM OCPEMEHHBIM C MATOJOTHEH MOYeK,
pykoBomutenb. Tem.: 8-916-181-04-67, e-mail: lumis-j@bk.ru,
ORCID 0000-0002-0880-6346

Acc. JlembsiHoBa Kcenust AnapeeBHa, KaHI. Me/l. HayK

117198, Poccust, Mocksa, yn. Muknyxo-Maknas, a. 6. de-
JepajbHOE TOCYIapCTBEHHOE aBTOHOMHOE 00pa3oBaTesibHOE
yupexaeHne Bbiciiero oopasoBanus «Poccuiickuii yHHBEPCHTET
JpYXObI HapoJoB», Kadeapa BHYTPEHHHX OoJie3Heil ¢ KypcoM
(YHKIMOHAJIBHON AMArHOCTUKHU U Kapiuonorud uM. B.C. Mowu-
ceeBa. 129327, Mocksa, Poccus, yi. Jlenckas, n. 15. I'ocynap-
CTBEHHOE OIOJPKETHOE YUpPEXICHHE 3ApPaBOOXPAHEHHs ropoja

Mockssl «loponckas knuHu4Yeckas 6onpHuLa M. A.K. Epamu-
nrannesa JlenapramenTa 3xpaBooxpaneHnss MOCKBBI», LIEHTP MO-
MOIIIM OepeMEHHBIM C MaTONOorueil moyuek, Bpad-Hedposor. Tem.:
8-906-753-11-61, e-mail: ksedem@gmail.com, ORCID: 0000-
0001-8927-5841

About the authors:

Prof. Natalia L.Kozlovskaya MD, PhD, DMedSci.

117198, Russia, Moscow, Miklukho-Maklay St.,61, Department
of Internal Medicine with the course of functional diagnostics
and cardiology n.a.V.S.Moiseev, Peoples' Friendship University
of Russia. 29327, Russia, Moscow,Lenskaya str., 15. State Budg-
etary Healthcare Institution “City Clinical Hospital n.a. A.K.
Eramishancev” of the Healthcare Department of the Moscow
city, nephrology center for pregnant women with kidney disease.
Phone 8-985-998-63-92, e-mail: nkozlovskaya@yandex.ru, OR-
CID 0000-0002-4275-0315

Associate prof. Yulia V. Korotchaeva MD, PhD

119991, Russia, Moscow, Trubetskaya str., 8, p. 2, .M. Seche-
nov First Moscow State Medical University, Department of In-
ternal Medicine and Occupational Medicine. 29327, Russia,
Moscow,Lenskaya str., 15. State Budgetary Healthcare Institution
“City Clinical Hospital n.a. A.K. Eramishancev” of the Health-
care Department of the Moscow city, nephrology center for
pregnant women with kidney disease. Phone 8-916-181-04-67,
e-mail: lumis-j@bk.ru, ORCID 0000-0002-0880-6346

Assistant professor Kseniya A.Demyanova, MD, PhD
Affiliations: 117198, Russia, Moscow, Miklukho-Maklay St.,6.
Department of Internal Medicine with the course of functional
diagnostics and cardiology n.a.V.S.Moiseev, Peoples' Friendship
University of Russia. 129327, Russia, Moscow,Lenskaya str., 15.
State Budgetary Healthcare Institution “City Clinical Hospital
n.a. A.K. Eramishancev” of the Healthcare Department of the
Moscow city, nephrology center for pregnant women with kidney
disease. Phone 8-906-753-11-61, e-mail: ksedem@gmail.com,
ORCID: 0000-0001-8927-5841

TTocrynuna B pegakuuto: 20.12.2019
IIpunsra B nevars: 31.01.2020
Article received: 20.12.2019
Accepted for publication: 31.01.2020

87



ISSN 1561-6274. Hedponorus. 2020. Tom 24. Ne2 ISSN 1561-6274. Nephrology. 2020. Vol. 24. Ne2

© T.B. Kupcanosa, H.®. Kpasuenko, A.J. banakupesa, 2020
V]IK 618.252-06 : 616.5-002.525.2

doi: 10.36485/1561-6274-2020-24-2-88-95
T.B. Kupcanosa'", H ®@. Kpasuenxo!, A.HU. barakupesa’

PA3BUTUE HEOHATAJTbHOW BONYAHKW Y OOHOIO 13 ABYX OETEN
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Y XEHLLMHbI C HEPACTTO3HAHHOW CUCTEMHOW KPACHOW
BOJTYAHKOW C MOPAXEHVEM MOYEK
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PEDEPAT

B03MOXHOCTb peann3oBaTb PenpoayKTUBHYIO GYHKLUMIO Kak OOIbHbIM C CUCTEMHOM KPaCcHOM BONYaHKOM, Tak U B0JIbHbIM C
MHOW NPUYNHOI XPOHNYECKOM 60S1e3HM NOYEK, MO NpaBy pacCMaTPUBAETCS Kak OAHO U3 BaXKHENLLINX A0CTUXEHN COBPEMEH-
HOWM MeauuMHbl. B cTaTtbe npeacTaBneHo onucaHue tedeHns 6epeMeHHOCTU NauMeHTKM C CUCTEMHOW KPacHOM BONYaHKOM
1N BTOPUYHBIM aHTUGHOCHONMnUAHbIM CUHAPOMOM. Ha nepBbii NnaH B KIMHUYECKOW KapTUHE BbIXOOMIO MOPaXeHne novyek
C pasBUTMEM MOYEYHOM TPOMOOTMHYECKON MUKPOAHTMOMNATMM, YTO pacLLEeHMBANIOCh Kak HeDPUT 1 3aTPYAHAIO0 ANArHOCTUKY
CUCTEMHOI KpacHOM BoNYaHKN. JOCTUMHYT NONOXUTENbHbIN NCXon 6epeMeHHOCTU C pa3BUTUEM HeOHaTasIbHOW BOYAHKN Y
oAHoro pebeHka 13 agoriHn. O6CyXxaaloTcs BapmaHTbl NPOMDUNAKTUKN U NeHeHNs TPOMOOTUHECKNX OCITOXHEHUIA 1N CMOCOObI
MWUHUMU3ALMN FECTALMOHHBIX OCJIOXXHEHWUI C HA3HAYEHNEM HU3KOMOJEKYNISIPHBIX FEMAPMHOB 1 NPEnapaToB aueTuicanmum-
JIOBOV KMCNIOTbI. Takxke onmncaHbl BApMaHTbl Tepanum Ans yny4deHns ncxonoB nogo0OHbIX 6epeMeHHOCTEN 1 CHXXEHNUS Bbipa-
XXEHHOCTM CUMIMTOMOB HEOHATaNIbHOW BOMYAHKM C CMOJIb30BaHNEM MMAPOKCUXJIOPOXMHA. B cTaTbe 0606LLal0TCA COBPEMEH-
Hble Noaxoabl K BEAEHWNIO TakMX NauMeHToK, 0cob0e BHMMaHWE YAENSETCS MEXANCLMMINHAPHOMY NOAX04y.

KnioueBble cnoea: cucteMHas kpacHas Bondanka (CKB), aHTudochonunnaHeiin cuHapom (APC), HeoHaTasibHas BoYaHka
(HB), rnomepynoHedpuT, 6epeMeHHOCTb, HedponaTus
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ABSTRACT

The ability to realize the reproductive function for both patients with systemic lupus erythematosus and patients with a different
cause of chronic kidney disease is rightfully considered as one of the most important achievements of modern medicine. The
work describes the pregnancy case of the patient with systemic lupus erythematosus and secondary antiphospholipid syn-
drome. Renal damage with the development of renal thrombotic microangiopathy came to the fore in the clinical picture, which
was regarded as nephritis and complicated the diagnosis of systemic lupus erythematosus. A positive pregnancy outcome was
achieved with the development of neonatal lupus erythematosus in one twin child. The options for the prevention and treatment
of thrombotic complications as well as methods for minimizing gestational complications (including preeclampsia, which the
patient had in history) are discussed, inter alia, with the purposed of low-molecular-weight heparins and acetylsalicylic acid
preparations. Treatment options are also described to improve the outcome of such pregnancies and to decrease the symp-
toms of neonatal lupus erythematosus using hydroxychloroquine. The article summarizes current management approaches
for these patients with special attention to the interdisciplinary approach.
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IIpobiema AMAarHOCTUKA CHUCTEMHON KpacHOM
Bomyanku (CKB) ¢ mopaxkenumem modexk Bce elie
OCTaeTcs peajbHOM KIMHUYECKOH IMpoOseMoi, He-
CMOTps Ha yIydllleHHe OOIIero ypoBHS JUArHOCTH-
YECKUX BO3MOXHOCTEH M pPa3pabOTKy HOBBIX KpHUTe-
pHUEB IMAarHOCTUKU. [0 CHX TOp YacTh CIydaeB Jaxe
apkoil kimHu4eckoil manudecrannu CKB ¢ Bomya-
HouHbIM HedputoMm (BH) Tepstorcst mon nuarnozom
xpoHuueckuii rmomepynonedpur (XT'H).

Bepudukanust quarnosa BakHa Kak JJIsl onpejie-
JICHUS TIOAXO/IOB K Tepamuy, TaK U Ui IPOTHO3HPO-
BaHus nanbHeilmero tedenus oOone3zun CKB u BH
[1]. Bo3MOXHOCTh peann30BaTh PEMPOTYKTUBHYIO
¢ysakmmio xak 6oipHBIM ¢ CKB ¢ mopaxenuem mo-
YeK, TaK U OOJIbHBIM C MHON MPUYUHON XPOHHYECKON
6omnesnn nouek (XbII), mo mpaBy paccMmaTrpuBaeTcs
KaKk OJHO M3 BaXXHEWUIIUX JOCTH)KCHUH MEIUIIUHBI.
[pu Bepudukanyu muarsoza CKB u ruiaHupoBaHum
OEepeMEeHHOCTH PaCIIUPSAETCS KPYT MEIUIIMHCKHX 3a-
Jla4, CTOSIIMX Tepe]l peBMarojioraMu, HedpororaMmu
M aKyllepaMu: OIeHKa CTETNeHHM BIUAHUSA OO0JIe3HU
MaTepu Ha pa3BUTHE IJIOAA, a TAaKKe PHUCKa Tepe-
nmadn 3aboneBanus peOeHKy. HeoHaranbHas BodaH-
ka (HB) — cUMITOMOKOMILIEKC MOPasKEHUSI KOXKU 1/
WM CepAla, TUAarHOCTHPYEMbI Y HOBOPOXKAECHHBIX
Y pa3BHUBAIOILIUIICS BCIIEACTBHE TpPaHCIUIALEHTapHO-
ro npoxoxaenuss Ro/SSA- n/wim La/SSB-antuten.
Anturena k Ro- u La-aaTurenam perucTpupyroTcs
npu CKB 1 HEKOTOpBIX APYyrux peBMaTHYECKUX 3a-
6oneBanusix (Oomesnu Illerpena, peBmMarongHOM
apTpHTe), HO HE MPH «U30JIUPOBAHHOMY» IJIOMEPYIIO-
Hedpure.

[IpuBonuM omucanue Te4yeHUs OepeMEHHOCTH
naruentku ¢ CKB u BropuunsiM antudochommnmi-
HoM cunapoMoM (ADC). Ilputom, 4To Ha TEPBBINA
IUTaH B Pa3BUTUU ee OOJIe3HU BBIXOAWIN TPU3HAKU
HeppuTa U obcyxnanach BepostHocTh CKB, nwma-
THO3 JUINTENIHOE BpeMs Tak M He ObLT yCTaHOBJICH.
B OepeMeHHOCTh OHa BCTyMNHJIA C TOJHOW KIMHHUKO-
nmabopaTtopHO peMuccueit 3adoeBanus, 10 OepeMeH-
HOCTH OJTHOKPATHO mcclienoBanbl Ro/SSA- w/unm La/
SSB-anTuTeNa, KOTOpPHIE OBUTH OTPUIIATEIEHBIMH, O1-
HAKO OJMH peOCHOK M3 JABOMHM MMes npusHaku HB
C aTpuoBEHTPUKYJLIpHOI (AB) 6mokamoit 11 crenenn.

MManuentrka K.P., 1980 r.p.

[IpenocTtaBnensl BbIMHUCHBIE SHUKpU3BL 1996,
1998, 2000 r. 3ampoiieHHBIE MUKPOIPENapaTsl yTe-
PSTHBL.

B 1995 1. mpu o0cneioBaHuM MO TOBOY ClIa00CTH
Y TIPOYMX SIBICHUH aCTeHUH BbISBIEHA IPOTEUHYPUS
(ITY) 1,65 r/cyT B coueTaHMM ¢ MUHUMAJILHOW 3PHU-
TpouuTypuen. i yTOuHeHHsI IMarHo3a BhITIOTHEHA
He(poOUOIICHS, 10 3aKIIFOYEHHIO KOTOPOH yCTaHOB-

JeH MeMOpaHonponu(epaTHBHbIA TIIIOMepyloHe(-
pUT (MUKpOIIpenapar B AMHUKpPU3€ HE OMUCAH, OHAKO
M3BECTHO, YTO UMMYHOTHCTOXHMHUYECKOE HCCIEI0-
BaHHE HE TPOBOIMIOCH, MAHHBIX 00 3IEKTPOHHON
Mukpockonuu Het). I1Y Bo Bpems rocmnuranuzanuu
JocTuraia HeypoTHUECKOro ypoBHs (6—8 r/cyT), Mo-
YeBOW OCaloOK ObLT CKYIHBIN, PYHKIHS MOYCK ObLIa
coxpanHoi. [Tocie mpoBeneHns OMOTICUN TTOSIBUIIHCH
MHOXECTBEHHbIE W3bS3BICHUS HAa BHYTPEHHEW IIO-
BEPXHOCTH I'y0 U CIM3UCTOH 000JIOUKH MOJIOCTH PTa,
NPEANONOKEHa TepreTnieckas MH(EKus, Mmpose-
JIeHa Teparusl alKIOBUPOM ¢ ObICTphIM dddekTom.
B 570 xe Bpems Obliia BBISBICHA TPOMOOIIUTOIIEHUS
MPEANONOKUTENIFHO B paMKaxX BUPYCHOHM MH(DeKInH,
OJTHAKO YHCJIO TPOMOOIIUTOB, JIEHKOIIUTOB U YPOBEHb
reMornmoOrWHa B BBINMMCKAX HE yKa3aHbl. [locme pas-
peleHns] BUPYCHON WH(EKIIMN Ha3HAYCHA aKTUBHAS
MMMYHOCYTIPECCUBHAsI Tepamnusi MPEeAHU30JI0HOM U
muknnodochanom (L{DA), B ToM vncie U B CBEPXBHI-
COKHX J103aX, KOTOopasi MPOBOMJIACh B TEUCHHE TojIa
HETIOCIIeI0BATEeNIbHO, HEPPOTHUECKUIT CHHAPOM CO-
XpaHsJIcs B TeueHWe 2 jieT. 3a BpeMs HaONoAeHus
MpHUCOeNMHMIACh apTepuanbHas runepreHsus (Al)
II-1II cremenu, momoOpaHa aHTUTUIIEPTEH3WBHASA
Tepanus (FHAJANPUI U AUTHAPOIINPHUINHOBBIE Kajlb-
nueBble  O10KaTophl). VIMMYHOJIOTHYECKHE TECThI
HE BBITIOJHIMCE. B 3TO ke Bpems y MalueHTKH OT-
MeyajHch 0OJHM B CycTaBax HMKHUX KOHEUYHOCTEH C
TIEPUOINIECKUM IIPUITYXaHUEM», YTPEHHEH CKOBaH-
HOCTBIO U OTpaHUYEHHEM O00beMa JABMXKEHUS OJTHOTO
U3 HUX, JaHHbIE CUMIITOMBI PETPEecCUpPOBAIIN CaMo-
CTOSITEJIEHO.

B 1998 1. B cBsizu ¢ HemoCTaTOYHBIM 3(DPEKTOM
OT MIPOBOJUMOM Tepamuy MpOBeJeHa MOBTOPHAs He-
¢bpoduoncus: «moiaydeHo 10 kiy6oukoB, 3 kiybouka
C IpU3HaKaMU pyOIeBaHusl, 3 KIIyOOUKa B COCTOSTHUH
CMOPIIMBAHUS C MHOJKECTBEHHBIMU CHHEXUSAMU U Op-
raHU30BaHHBIMU TPOMOAMH, 04aroBO-CETMEHTAPHBIM
CKJIEPO30M, C YTOIIIEHHEM H (UOPO30M HapyKHOM
Karcynbl. KiryObouku 6e3 THIepKIeTOYHOCTH, C YTOI-
HICHHBIMH 0a3aJIbHBIMH MeMOpaHaMH, C UTUITHKAMH,
cybanuTennanbHeIMU eno3uTamMu. FOkcrarmomepy-
JIIPHBIN anmapar Tunepruiazuposat. B crpome oua-
ru ¢pubposa ¢ IMMEGOTUCTHONUTAPHON HHUIBTpa-
[UEH, COCYIUCTBIE CTEHKH CKIIEPO3UpPOBaHBI ¢ (u-
Opo3HOI THIepIUTa3ueil HHTUMBI, JIe()OPMUPOBAHEI,
B HEKOTOPBIX COCyJdaX — OpPraHW30BaHHBIE TPOMOBI,
apTepHONIOCKIIePO3. DNMUTENUI H3BUTHIX KaHAJBIEB
C 3€pHUCTOH, THAIMHOBO-KAIEJIbHON M BaKyOJbHOMN
nuctpodueil. B mpocBere coOnparenbHbIX TPyOOUeK-
OenKOBbIE IMIUHAPBI». 3aKiIoueHue: MeMOpaHo3Has
Hedpomnarus, TpU3HaKU XPOHUYECKONH TpoMOoTHYe-
CKOW MHKpPOAHTHOIIATHH, YMEPEHHBIH TyOyJOUHTEp-
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cTunmainbii pudpo3. KoHcyasTHpoBaHa peBMATONIO-
roM, uccienoBanbl LE-KIeTku, aHTUHYKJIEapHbIA
(aktop (AH®), anturena x asycnmpanbHoil [IHK,
KOTOpBIE HE MPEBBIIIANN TOMYyCTUMbIe 3HaueHus. He-
CMOTpsl Ha pe3yJbTaThl MOPQOIOTHIECKOTO HCCIie-
JIOBAHUS U KIMHUYECKHE MPOSBICHUS, B BHIMHCHOM
SMHKpU3E TMO-NIPEKHEMY (QUTYpHPYET ITUarHo3 Xpo-
Hudeckoro romepyinonedppura (XI'H) nedpornye-
ckoro tuna. [Ipogomkena akTUBHasE HIMMYHOCYTIpec-
CUBHAs Tepanus B BHJIE COYETAHHBIX IYJIbCOB CTEPO-
unoB u LIDA. Uepes 6 mec HeppoTHIESCKUIT CHHAPOM
kynupoBaH, 1Y ne npesbimana 2,0 T.

B 2006 rony I 6epemennocts. Ha cpoke 25-26 Hen
pa3Buiach paHHAsA Tskenas npeskiaamncus (I19): ap-
tepuanbHoe aapieHue (AJl) mocturano 200/100 Mm
pt. ct., I[IY no ponopaspemenust 3,3 r/cyr. B 27—
28 Hex MPOBEJCHO ONEpPaTMBHOE POJOpa3pelIeHHe,
peberok umen maccy Tena 1000 T, oreHka 1o mKae
Amrap — 3/4, ymep Ha niepBble CyTKH (IPUYHMHA CMep-
TH He ykazana). Co cnoB 6onbHOM, remoriioonH (HB),
tpoMOoruThl, AJIT, ACT no u cpasy mocine pomgopas-
pelIeHusl OCTaBaINCh B Ipeielax HOPMBI, B BBIIH-
CKax yKa3aHbl HOpMaJIbHBIC 3HaUCHUS Yepe3 10 gHei
rociie poxopasperienus, [1Y mpu stom — 4,95 1/cyT.

[Tocne pomopazpemnieHust OKOJIO Mecsla COXPaHs-
Jack pedpakTepHas K Teparu TpeMs npernaparamu
AT, ITY uepe3 mecsi ymenbmmnachk 10 0,8—1 r/n. B
[TOCJIEAYIONIEM TPUHUMANIa MOHOIIPUJII, aMJIOJUITHH.
[Ipu nononHuTENEHOM 00CTIEI0BAaHUN ObIia BBISBIIE-
Ha reTepo3UroTHasl MyTalus rena nmporpomonna GA,
antudochommnuaablie anturena (ADPA) He uccieno-
BaHbl. YpOBeHb ChIBOpoToyHOTrO KpeatnHuHa (CKp)
[IOCJIC BBIMUCKK U3 cTanuroHapa 110 MKMOIbB/J1, CKo-
poctb kiryboukoBoi Gunsrpanun (CKD) 50 mu/mMuH.

B suBape 2015 r. mpu ru1aHupOBaHUM CIeTyIOIEiH
OepeMeHHOCTH BIEepBhIe HcciaenoBaHbl ADA: BBISIB-
JICHO TOBBIIIEHHE aHTUTEN K B2-mmukomporenny 1
(antu-B2-T'TI1) IgG no 12,4 EJl/mn (HopMma MeHee 5
EJl/mn), snmzon yniunenus AYTB no 42, monoxu-
TETHHBIA BOTYAHOUHBIN aHTHKOAryisHT (BA) 1,5.

B 2015 . — 2-1 6epeMeHHOCTh, C PAHHUX CPOKOB
rojiydasa jgonerut, Hupenunud. B 9 Hen — 6epemen-
HOCTH 3aMepJia, BBHIIIOJHEHO TeHETHYECKOe HCCIIe0-
BaHHe — BBIABIEH Kapuotun 69 XXX (HecoBMecTH-
Masi ¢ )KM3HBIO TeHeTH4ecKkasi anoMaius). Hecmotps
Ha YCTaHOBJICHHYIO IPUYHMHY HECOCTOsBIIelcs Oepe-
MEHHOCTH, TOCJIe MPEepPhIBaHNS BHOBH MCCIIEIOBAHbBI
ADA: AKJT 1gM/IgG=25,0/14,2 EJl/mn (Hopma Me-
nee 7 EJl/mn), antu-B2-TI'TI1 1gM/1gG=4,1/16,4 EJI/
i (Hopma menee 5 EJl/mi), BA (kauecTBeHHBII) —
MOJI0KUTEIbHBIH.

B cenTsa6pe 2016 1. o6parunach B Hay4HBIH IIEHTP
akymepcta u runexonorun (HLIATwull) B cBs3u ¢
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TUTaHupoBaHueM OepemeHHOCTH. C 3TOr0 BpeMeHHU
mpoBoawiiack koppekmust Al': 5 Mr koHkopa, 2,5 Mr
aMJIOIMIIUHA, TI0 JHEBHMKAM CAaMOKOHTPOJNS M CY-
TOYHOMY MOHHUTOPY JOCTUTHYTHI LIEJI€BbIE 3HAYCHMS.
IIpu ocmotpe obpammanu Ha ceOs BHUMaHHE 04aroBas
aJIOTeIHs ¢ HICTOHYEHHEM BOJIOC, BBIpayKEHHAs! XPYTI-
KOCTb BOJIOC TIPH TIeperude — ¢ BUIUMBIMUA O0JIOMaH-
HBIMH yYacTKaMH (MAI[MeHTKa HaOMromanach y TpH-
X0JIOTa), MHHHMMAJbHBIE SBJICHHUSA JIEKAPCTBEHHOTO
THIEePKOPTULIN3MA (eMHUYHBIE CTPUH, TIepepacipe-
JeneHne kupoBoit kiaerdatku, UMT 24 kr/m?). Tlo-
BTOpHO HccienoBanbl ADA: BBISIBICHO IBYKPAaTHOE
nossitienne AKJI IgG (40,7 GPL) npu HopMansHOM
ypoBHe IgM, a Takke IByKpaTHOE MOBBIIIEHUE aHTHU-
B2-T'TI1 IgG no 13,2 (npu IgM 5, Hopma menee 5),
BA 1,32 (monoxurensHblit). OMHOKpaTHO cliaHbl Ro/
SSA- u/unu La/SSB-anTHTena — 3Ha4YeHUS B Mpeje-
nax Hopwmsl (2,6 u 4,2 ME/Ma npu Hopme 0-15 ME/
M), auTuTena K asycnupansHor JIHK 14,3 (Hopma
menee 20), AH® 1/320 h+sp. Beisineno He3Hauu-
TenbHOe cHMKeHne (C3-KOMIOHEHTa KOMILJIEeMEHTa
1o 0,78 (mopma 0,9-1,8), C4-0,11 (mopma 0,1-0,4).

YuuTteiBas HaJdUuue TIIOMEpYJIOHEeppHUTa, Mepcu-
creanuio ADPA, 3HaunMblil TuTp AH®, ykazanue Ha
«TSKEINyI0» TPOMOOLIMTONIEHUIO B aHaMHe3e, JHa-
rao3 nepecmorpen Ha CKB. Kpome Toro, B monb3y
muarHo3a CKB cBumeTenhCTBOBAN HEYTOYHCHHBIN
CYCTaBHOM CHHIIPOM (apTpasrvH/apTPUTBHI C TOpaKe-
HueM OoJiee 2 CyCTaBOB, yTPEHHEH CKOBAHHOCTBIO) U
oyary HepyOIIOBOM ayonenuy, Mpu3HaKaMu KOTOpOn
ABJSIOCH UG PY3HOE MCTOHYCHUE BOJOC C TIOBBI-
HIEHHOM UX XPYNKOCThIO. BriosHe BO3MOXKHO, BBICHI-
TIAHUS CIU3UCTBIX B Jie0t0Te O0JIE3HN TPAKTOBAINCH
KaK reprieTH4ecKre HeKOPPEKTHO, IO X BHJIOM IIPO-
TeKaJl M3bSA3BICHHUS MOJOCTU pTa, OTHOCSIINECH K
kputepusam nuarHoctuku CKB, omHako moaTBepauTh
WIN OTNPOBEPTrHYTh ITOT (aKT HE MPENCTABISIIOCH
BO3MOXHBIM, HO OH TaK)ke OB YUTEH IPH IIePECMO-
Tpe nuarnosa. [IpuHnMas Bo BHUMaHHe aHAMHE3, pe-
3yJBTaThl HCCIEAOBaHUs HehpodHuonTara 1 Halluue
y nmarueHTku qocropepHoro A®C, renes Hedponaruu
OIIEHEH KaK COYETaHHBIN: KOMOMHAIUS BOIYAHOUHO-
ro Heppura u ADC-acconumupoBaHHON HedponaTuu
(TpoMOBI B Kanmuyuisipax KIyOOYKOB, apTEPHOIIOCKIIE-
P03 M OpTraHW30BaHHBIC TPOMOBI B cocynax). Ompene-
JICHHBIN BKJIAJ B TCUCHHUE MTOUYCUHON TPOMOOTHIECKOM
MHUKPOAHTHOTIAaTHH, TO-BUANMOMY, BHOCHJIA T€Tepo-
3UrOTHAsl MyTallysl FeHa IPOTPOMOUHA.

Takum oOpa3om, chopmynuposan nuarao3:. CKB
XPOHHUYECKOTO TEUYEHHUsS C MOpa)KeHHWeM Modvek (BoJ-
yaHouHbIi HepuT V Kiacca, HeppoTHUECKUIl CHH-
npoM, XbII 2—-3a cragum), aHAMHECTUYECKH — CHCTE-
MBI KpOBHU (TPOMOOILIUTOTICHHS), CYCTaBOB (apTpal-
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THH, apTPUTHI), BOJOCHUCTOM YacTH TOJIOBBI (ajore-
LHsl), C IMMYHOJIOTHYECKOW aKTMBHOCTBIO, JICUEHHAsS
npenHu30a0HoM u LIMDA, B TOM 4YHCiIEe B CBEPXBBICO-
kux no3ax. SLEDAI2K 4. KomOuHHpOoBaHHAsA TPOM-
OouIMs: TEeTepO3UroTHAasE MyTallusi MPOTPOMOMHA,
BTOPHYHBIH aHTU(HOCHOTUITUIHBIA CHHIPOM (cepo-
MO3UTHBHOCTH 110 TPEM BUIaM aHTH(OCHOTUITHITHBIX
AHTHUTEJI, CHHAPOM TIOTEPH IIJI0/Ia) C TIOPAKEHHEM T10-
yek (ADC-acconuupoBanHas Hedpomnarus). ApTepu-
anbHas runeprensus 1 crernenu BBICOKOTO pUcKa.

Nunexc akrusnoctu SLEDAI2K cocrasuin 4 6ai-
7a (HU3KHUI), peKOMEHI0OBAHO Ha3zHaueHHe 4 MI Me-
turnpena. B cBs3u ¢ Hamumumnem noctoBepHoro ADC
Y TUTAaHWPOBaHUEM OEPEeMEHHOCTH PEIIeHO 100aBUTh
rugpokcuxsiopoxut (I'X) (mumaksenmn) 400 mr/cyT.

JlaHbl pexoMeHanuy BecTH 6EpeMEeHHOCTh C HC-
[OJIb30BaHUEM TEPANEBTHUECKUX /103 HU3KOMOJIEKY-
nspueix renapunoB (HMID) (antu-Xa 0,5-1,0) ¢ mo-
OamieHreM areTmiIcanuiniIoBoi Kuciaotel (ACK) co
IT TpumMecTpa, Takke PEKOMEHJOBAHO JI0 HACTYILIE-
HUS OEpEeMEHHOCTH COXpPAaHUTh AHTUTHIIEPTEH3MB-
HYIO TepaImio KOHKOPOM/aMIIOJUITHHOM.

B nexabpe 2016 1. HacTynumna 3-1 6epeMeHHOCTb.
C MoMeHTa TOATBEp)KICHUS OCpeMEHHOCTH Ha3Ha-
4yeH dHoKcanapud 0,6 M IBaXKIbl B CYTKH, JOTIETUT
750 MT, aMJIONUIIMH 5 MT, OTHAKO Ha Cpoke 6—7 Hex
OTKPBIIOCH MAaTOYHOE KPOBOTEUCHHE, IPOU3OIIIET Cca-
MOTIPOU3BOJIBHBIN abopT. O6cnenoBana: AKJI nesna-
YUTENbHO TpeBblanu HopMmy (27 GPL), antu-B2-
I'TI1 — 1,5 sopmsl, BA onoxkutensHbINA. Yepes 3 mec
MTOBTOPHO KOHCYNIbTUpOBaHa: C3-, C4-KOMIIOHEHTHI B
npenenax Hopmbl, CKp 107 mxmons/i1, CK® (B mpo-
0e Pebepra) 72 mur/muu, AH® 1:320, anturena k
neycriupansHoit JIHK 8, 93. YuureiBas HU3KUN UH-
JIEKC aKTUBHOCTH, OBIIO PEIIEHO OTMEHHUTDH TEPAITUIO
MIPETHU30JIOHOM.

B mae Hactymnuna 4-1 6epeMeHHOCTb, CAaMOIIPOU3-
BOJIbHAS JIMXOpHaIbHAS TUAMHHOTHYECKAas JBOWHS.
C nHagayia 3Toi OEPEeMEHHOCTH MPOW3BOIUIICS TOM-
60op mo3et HMI' mo ypoBHIO aHTH-Xa-aKTUBHOCTH,
HHBEKIMHU dHOKcarnapuHa 0,8 mi (1,5 MI/Kr B CyTKH)
MTO3BOJIMIIM JTOCTUTHYTH 1I€JIEBOI0 YPOBHS aHTH-Xa-
aKTUBHOCTU (B TeUYEeHHE BCeil OepeMeHHOCTH YpOo-
BeHb aHTHU-Xa Haxomwics B auamo3one 0,6—0,9).
[Ipu mpoBeseHHWH TEPBOTO CKPUHUHTA BBIABICHO
CHIDKEHHE TuTaneHTapHoro ¢akropa pocra (PLGF)1o0
0,56 MoM, paccunuTaH BBICOKHH PHCK MPEIKIAMII-
CUH, PYKOBOACTBYsCh uccienoBanneM ASPRE b
nobasumu He 100 mr, a 150 mr ACK. Bo Bpems nan-
HOI OepeMEHHOCTH MalueHTKa He caaBaia Ro/SSA-
n La/SSB-anturena. I[lpomomkeHo auHaAMHYECKOE
HaOmrosienue Ha QoHe KOMOMHHMPOBAHHOM Teparuu
HMI" u ACK. ExenenensHO MOHHUTOPHPOBAJICS 00-

mmid aHanu3 moud, I1Y He npesbimana 0,5 /i1, Mo-
YeBOH OCaJ0K OCTaBaJCid HEAKTHBHBIM, €KeMecsd-
HO MOHHUTOpHpOBasach mpoba Pebdepra, CITY, AJIT,
ACT, JIAI' u moka3atenu OOIIEro aHaim3a KpPOBH,
yposenb CKp BapwupoBan ot 88 10 106 MKMOJIB/II.
B 26-27 men uccnenoBansl Mapkepsl 113: pe3ymbrart
ObUT oTpHIaTebHBIM. B 29-30 Hex BriepBbIe JUArHO-
CTHPOBAHBI NMPU3HAKN 3aJCPKKU POCTa U PA3BUTHUSA
OJTHOTO TUIONA, TUIOTpodust jnocrurana [ crerneHu
MIPY HOPMAJIBHBIX MOKa3aTelsax JomriepoMeTpun. B
TEUCHHE TTOCICAYIONMNX 2 HEJl YCYTyOuIach CTENeHb
3aJIepKKA OJHOTO TIUIofa, OONMbHAS TOCHUTAIIN3U-
poBaHa, npogoiixkeHa tepanusi HMI. Bce kinmHuko-
nmabopaTopHbIe MOKa3aTed OCTaBaINCh B MPEXHUX
npenenax, IV 0,7 r/cyr. BeimomHeHo cyTo4HOE
MouutopupoBanue AJl — 6e3 orkinonenuii. [lanee
MPOTPECcCUPOBAI0 HApYIICHHE (ETOMIaleHTapHOTO
KPOBOTOKA OJTHOTO M3 OIM3HEIOB, (peToMeTpuIecKue
Iokasarenu ObUIM CHIDKEeHBI Ha 4,5 Henmene. B 33
HeJl BBISBJICHO BBIPAKEHHOE HapyIIeHHE COCTOSHUS
OJTHOTO W3 IUIOZOB, B CBSI3M C Ye€M pojopaspelieHa
nyTeM KecapeBa ceueHus. Poaunuch KUBOW HeNo-
HOIIICHHBIN Manmpuuk, Maccor 1840 1, poctom 44 cwm,
OIICHKA TI0 TIKasie Anrap 5—7 6ayioB, U KUBask HEMO-
HoireHHas aeBouka 1905 1, 43 cM, olLieHKa 110 IIKaje
Armrap 5-7 6amioB. Ha 1-2-e cyTku cocrosiHue Je-
Tel ObUTO CTAOUITLHBIM, OTHAKO Y JIEBOYKH OBLITA BBI-
SBJIEHA TPAH3UTOpPHAs AaTPUOBEHTPUKYIsApHas (AB)
6mokazna I crenenu ¢ ynuHeHHueM uHTepBaia PQ mo
140 mc (Hopma mo 130 Mc), 3aperucTpupoBaH dIIH-
30m AB-6mokanser 11 crenenn tunm Mo6wut II (2:1),
HeronHasi Onokaja mpaBold HOXKHM Tyuyka [umca. ¥V
MaJIbuuKa TaKke OblTa BBISBIEHA TEHCHINA K YIUIH-
HeHnto AB-nipoBomuMocTy ¢ HecrienuuIeckuM Ha-
PYIICHHEM TIPOLIECCOB PEMONAPU3AIMKA B MUOKap/e
xenynoukos (11, 111, aVF otB), HenonHOM Onokamoit
npaBoil HOXKKK Tyuka ['mca. J[eBouKy KOHCYJIBTHPO-
BaJT Kap/IOJIOT, Ha3HA4YeH NPETHU30II0H B 103¢e 0,5 mr/
KI/cyT B 2 BBeJIeHHs (BHYTPUBEHHO), TIOCJIE YET0 3ITH-
301108 AB-610kazp! pu pyTuHHOM 1ipoBeaeHun DKI
HE PETUCTPUPOBATIOCH. YXKe TOCiIe HHULMAINN Tepa-
[TUH TIPEHU30JI0HOM BBISIBIICHBI IIOBBIIICHHBIC TUTPBI
Ro/SSA-u La/SSB- 18,1 u 15,6 ME/mit (Hopme 0—15)
y neBoukd. TuTp aHTUTEN Y ManbuuKa coctaBuil 12,6
u 5,1 Me/mu, ipu oToM y Matepu 5,2 u 4,6 ME/Mi co-
OTBETCTBEHHO. [leTH BBIMHCAHBI Yepe3 MeCAIl C PEKO-
MeH/Ialel MpoIoKUTh HAOMIOAEHNE Y KapIuoJIora.
Mars B TedeHue 6 HeJl IoTydaa MpoQHIaKTHIeCKYTO
tepanuro HMI, nponomkena repanus I'X.

OBCY)XOEHUE
OnurcanHplii HaMu ciaydail yaukaineH. C omgHOM
CTOPOHBI, HAM YIAJOCh JTOOUTHCS TOIOKHUTEIEHOTO
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aKyIIEpPCKOTO MCXO0J1a, 3aBEPIIMB OepeMEHHOCTh Ha
cpoke 33 Hem pOKICHUEM KUBBIX JIETEH, HECMOTPSI
Ha HaJM4YMe MPAKTUYECKH BCEX HEeOIarompHUsATHBIX
MIPOTHOCTUYECKUX  (DaKTOpOB: KOMOMHHPOBAHHOU
TpOoMOO(DUINH, TTOZUTUBHOCTH TIO BCEM TpeM KJilac-
cam ADPA, CKB c nopaxxeHuem movex, o0yCIOBJIECH-
HeIM couetanneM BH u A®C-accorumpoBaHHOMN
He(dporaThm, a Takxke TsbKenol panHen [1D B aHam-
Hese. C pyroil CTOpoHBI — HaIll CiIydail yKa3bIBaeT
Ha BakHOCTh Bepuukanuu nuarao3a CKB y xeH-
LIMH JIETOPOJHOTO BO3pacTa M IOATBEP)KIAEeT BO3-
MOKHOCTH pa3BuTus HB naxe mpu pemuccun CKB.
bruto mokazaHo, YTO GECCHUMIITOMHOE TE€UYEHHE pe-
TUCTpUpPYETCA Y KaKIOW BTOpOW marepu pebeHka c
HB, kpome toro, HB mMoxer npenuiecTtBoBarb pas-
BUTHIO PEBMAaTHYECKOro 3a0oiieBaHUs, SIBISACH,
TakuM 00pasoM, ero nediotom [2, 3]. HB saBmsercs
[MaCCUBHO MPHUOOPETEeHHBIM ayTOMMMYHHBIM 3a00J1e-
BaHHEM, Pa3BHUBAIOIIUMCS TIPU TpaHCILIAIIEHTAPHOM
nepexoye MarepuHckux Ro/SSA- u La/SSB-antuTten.
YcranoBneno, uto 6onee 85 % marepeit neteit ¢ HB
nMeroT anTu-SSA/Ro-anTuTena, Torma Kak camo 3a-
OoJneBaHue pa3BUBAETCA TOJNBKO y 1-5 % mereit [4].
B onncanHoM Hamu citydae nposieiearnem HB craio
M30JIMPOBAaHHOE TIOpaKeHUE MPOBOJIICH CHCTEMBI
cepaa (AB-6mokana), mpuyeM OHO OBIJIO BBISBIIE-
HO TOJIBKO Y OfHOTO peOeHKa u3 ABoWHU. Ilpuumnny
nsbuparensHoii TpomHoctn Ro/SSA- u La/SSB-
AHTHUTEN K CepAIy OOBSICHAIOT COBIMAJIEHUEM pa3BU-
THUS Ceplla ¢ MUKOM TPaHCIUIAIEHTapHOTO TMaccaxka
aHTUTEN. V3BECTHO, YTO aHTHUTENA CBA3BIBAIOTCS C
Ro/La-anTurenamu TKaHe# IU10/1a, 3alycKasi BOCIa-
JUTETBHYIO PEaklrio, YTO MOATBEPIKIEHO BBISBIIE-
HUEM OoTIIOoKeHUs neno3uToB I1gG n KoMIIeMeHTa B
MOpaXeHHBIX y4yacTKax [5].

OpnHako ocCTaeTcsi OTKPBITBIM BOMNPOC, TOYEMY
3a0o0neBaHNe pa3BUBAETCS HE Yy BCEX JETell Jaxe oT
OJTHOW MaTepH, a TakkKe, IoYeMy BO3MOXKHA paziny-
Hasl SKCTIpeccus Mpu3HakoB 6one3nu. [lo-Buaumomy,
Tutst pa3BuTus HB HEoOXoamM HE TONBKO IUTaieHTap-
HBII epeHoc aHTU-SSA u/wim anTu-SSB, 11 peau-
3aluu OOJIe3HW HY)KHBI JOTIONHUTEIbHBIC (HAaKTOPHI
[6]. B namem HaOmroneHuun npusHaku AB-0mokasi
OBUTM BBISBIIEHBI TOJIBKO y OIHOTO M3 ONM3HEIOB.
Takasi reTeporeHHOCTh IPOSBIECHUN HEOAHOKPATHO
ommcaHa B MUPOBOii nureparype [7, 8].

Jlake y MOHO3UTOTHBIX OJIM3HEIIOB MOTYT OBITh
HE TOJBKO pasznuuHble (eHotunsl HB, HO U oTcyT-
cTBUE OOJIE3HH y ONHOTO peOcHKa, HeCMOTPS Ha
HWJICHTUYHBI T€HETUYECKUM MaTepuall U OAMHAKO-
BYIO KOHIIeHTpamuio anturen [9]. Taxke nmerorcs
OTIMCaHUs HW30JMpOBaHHOTO (ubposIacTO3a IHIIO-
Kap/a B OTCYTCTBHE HApYLICHUI TPOBOJUMOCTH, YTO
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CJIIOKHO JINarHOCTUPOBATh B paHHEM HEOHATaJILHOM
TIEPUO/JIE, B CBSI3U C YEM BCEM JETSIM TpeOyeTcs JuHa-
MHUYecKoe HaONIOeHHE W TIIATEeIbHOE MPOBEACHUE
OXO-kapauorpaduu B OyayIieM.

OrpaHudeHsl U MOAXOAB! K MPO(pUIAKTHKE ITOTO
COCTOSIHMSI. YUHTBHIBasi OTHOCHUTENBHYIO PEIKOCTh
peanuzanuu HB naxe npu no3utuBHOCTH 110 Ro- 1
La-anturenam, npoQHIaKTHYECKOE NPUMEHEHHUE
DTIOKOKOPTHKOCTEPOUJIOB TIpU  OEpeMEHHOCTH He
pexomenioBano. Torga kak B cily4yae aHTEHAaTaJbHO
yCTaHOBJIEHHON AB-0mokazapl, Kak moKas3ayio uccie-
nosanne PRIDE, Tepanus qekcameTa3oHOM, HEUHAK-
TUBUPYIOUINMCS B IUTAIIEHTE U CIHOCOOHBIM JIOCTH-
raTh IJIOJ per se B aKTUBHON (opmMe, MOKET YMEHb-
I1aTh BBIPAKEHHOCTh OOJIE3HU M CTENEeHb OJOKaJbl,
MPUBOAUTE K TOJHOMY BBI3ZOPOBJICHUIO Tipu | min
I crenenn AB-6Gmokansr [11, 12]. B uccnemoBanmu
[zmirly u coasr. (2012 ). Ob110 TOKa3aHO, YTO HA3HA-
yenue ['X 6epemennbiv ¢ CKB, mozutuBHbIM 110 Ro/
SSA-anTHTEeNaM, CHUKAET PUCK BOSHUKHOBEHUS (e-
TaJbHBIX KapAWaJIbHBIX HApyIIEHUI WM yMEHbIIa-
€T MX BBIPAXEHHOCTh MPHU MOCIEAYIONNX OepeMeH-
HocTsx [13]. Bo3smoxno, HazHauenune ['X B Hamem
cllydae Kak pa3 CrocoOCTBOBAIO MEHEE TSIKEIOMY
MOpPaKEHUIO cep/illa y OAHOTO pedeHKa, MPUTOM, YTO
WHUIMALNA Teparuy MPeJHIU30JI0HOM TPUBEIIA K Ky-
MTUPOBAHUIO TPAH3UTOPHBIX 3MMN30710B AB-610KabI,
peructpupyemsix npu OKI.

V mpencraBnenHoi nanueHtku nquarao3 CKB ne
BBI3BIBAET COMHEHU, NosiBIeHHe cumnToMoB HB y
pebeHKa ero MOATBEPIKAaeT, 0OCOOCHHO C yUETOM pa3-
paboTrku B 2019 I. HOBBIX KpUTEPHUEB JAUATHOCTUKU
CKB [14]. Ha3nauenue MUHUMAIBHBIX 103 TIpEI-
HU30JI0OHA TIPU MIEPECMOTPE TUArH03a MOKHO O0ObsIC-
HUTHh HaJIMYUEM MPU3HAKOB MHUHUMAJBHOHN CTETeHU
AaKTUBHOCTH, C KOTOPBIMH OBICTPO YHAJIOCh CIIpa-
BUThCA. lloaxompl K Tepanmuu «4ucToro» V Kiacca
BH ¢ mepcuctupyromeii HepoTHUeCKOH MpOTEH-
Hypueil 3a 20 neT mpeTreprieny Heablid psa U3MeHe-
HUHU, CTONb IuTeNnbHas Tepanus LIDA, mpoBoammas
MarueHTke 6onee 6 Mec, cYUTaeTCs HEONpPaBIaHHO
arpecCUBHOM, OCOOEHHO celvac, KOTAa MOSBUINCH
npenaparbl MUKO(eHOI0BOW KHCIOTH 1 HHTHOUTOPI
KaJIbIIMHEHPHHA, KOTOPhIE TaK)Ke MOKHO TIPUHUMATh
B COYETAHUU C MPEIHNU30JIOHOM BHYTPb.

[Notenmmanbuast ponb ADA B pa3BUTHUH MOP-
donornyeckn MONTBEPKICHHOW ToueuHoH TMA y
6ompHBIX ¢ BH Op1ma mpenmoxena emie B 1980-x ro-
JlaX, B OTEYECTBEHHON KIIMHUYECKOM IPAKTUKE BO3-
MOHOCTB couetanusi BH ¢ ADC-nedponarueii npo-
nemoHcTpuposana H.JI. Ko3znoBckoi, pu 3ToM mou-
TBepxkAcH 3HaunMbIi BKIag ADC B BBRIPaKEHHOCTh
MoYeyHoro noBpexaeHus y 6onpubeix ¢ BH [15, 16].
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OnucanHas HaMU MallMEHTKa KMeJia I0CTOBEPHBIi
ADC ¢ mpenMyIIeCTBEHHBIM MOPAXXCHUEM TTOUCK U
pa3zButuem nodeyHoir TMA, a Takke ¢ CHHAPOMOM
[OTEpH TUI0Ja. YUYUTHIBAS MPEIIECTBYIONINE TPOM-
0OTHYECKHUE COOBITHSI, XOTS M B MHUKPOIUPKYIIATOP-
HOM pyciie (Mopdoiorndecku BepupUIIUpOBaHHAS
nouyeyHass TMA), B coueTaHuu ¢ BepUDHUIIUPOBAH-
HeIM ADC, MbI ncnionb3oBaiad HMI B jieueOHBIX 110-
3MpPOBKaX COMIACHO PEKOMEHIALUAM aMePUKaHCKOTO
KoJute/pka TopakanbHbIX Bpaueil (ACCP), a Taxxke
JefiCTBOBaIM, pPYKOBOJACTBYSCh JAaHHBIMH COBpe-
MEHHBIX HCCIEAOBaHUNA U pexoMeHmarmii [17-20].
Crparerus Ha3HadeHusl TepaneBTU4Yeckux 103 HMI
(marmpumep, SHOKcamapuH, 1,5 MI/KT Macchl Tena
eXe/IHEBHO WM | MI/KT J1Ba pas3a B JIeHb) BO BpeMs
OepeMeHHOCTH TIPU KpaifHe BHICOKOM pHCKe TPOMOO-
TUYECKUX OCJIOKHEHHH BOIIJIa B HOBOE PYKOBOJICTBO
o neuennio u quarfoctuke ADC [21]. CnokHOCTH
B JIaHHOM CJy4ae COCTOsjia B TOM, YTO BCE KJIMHHU-
YeCcKHe UCCIeOBaHMs 10 U3ydeHn o 3p(eKTUBHOTO
IJ1aHa BeIeHUs OepeMeHHOCTH y manueHToB ¢ ADC
HE BKJIIOYAJIN KEHIIWH C MPEIIEeCTBYIOIMUMH IPH-
3HaKaMd TOIBKO modeyHoii TMA. MBI OIleHUBaIIH
HE TOJBKO BEPOSTHOCTH TPOMOOTHYECKUX COOBITHIA,
HO ¥ BOBMOKHOCTh MUHUMHU3HUPOBATh Te€CTAI[HOHHBIE
ocnokHeHUs. [IpenuKTopbl TeueHuss OEpeMEHHOCTH
y narueHToB ¢ ADC m3ydeHs! B uccienoanuu The
Nimes Obstetricians and Hematologists Antiphos-
pholipid Syndrome (NOH-APS).

[TozutHBHOCTH cpa3y 1O HeckoJdbKuM ADA
(AKJL, antu-B2-I'TI1 u BA), kak B HameM KJIMHUYE-
CKOM cIly4ae, CBsi3aHa ¢ HanOoJjee BHICOKUM PHUCKOM
1 TPOMOOTHYECKUX, U aKyIIEPCKUX OCJIOKHEHUH BO
BpeMsi OepemenHocTd. Tombko KomOuHarst HMI™ u
ACK cmoco6cTBOBaNIa CHUKCHHUIO 9aCTOTHI TPOMOO-
THYECKUX COOBITHH M TeCTAllMOHHBIX OCIOKHEHHUN
B niepuon Oepemennoctu [22]. Takas TpoiiHas mo-
3UTHBHOCTh OTMEUYEHAa B HOBOM pPYKOBOJCTBE Kak
CaMBbIil POTHOCTUYECKH HEOMaronpusaTHBIN (akTop,
TpeOytomuii 0ojiee BHUMATEIHLHOTO JHHAMHYECKOTO
HaOmoneHus [21]. B ToMm dncie u mo3ToMy JKECHIIU-
HaMm ¢ ADC, TO3UTHBHBIM 110 BCEM OCHOBHBIM KJlac-
cam ADA u ¢ npeAecTBYIONMMHI TPOMOOTHYECKH-
MU COOBITHSIMH, YK€ C MOMEHTAa IOATBEPKACHUSA
OepeMEeHHOCTH PEKOMEHIYeTCsl Tepexo/] Ha TMOJHbIE
no3el HMI'. B apyrom ucciieoBaHuu, MOCBSAIIEHHOM
(bakTopam pucka HEOJIArONMpPUATHBIX HCXOIOB Oepe-
menHoct, PROMISSE: Predictors of Pregnancy
Outcome: Biomarkers in Antiphospholipid Antibody
Syndrome and Systemic Lupus Erythematosus, mo-
KazaHa posib Tosbko BA, mpu stom Hanmnune AKJI u
antu-B2-I'TI1 npu otpunareasHom BA cymecTBeHHO
HE MEHSIJIO UTOTU OepeMeHHoctei [23].

Jo6apnenne I'X B HamieM ciiydae TakKe UMEIIO
LENbI psAJl MPeanocbulok. Tak, peTpoCneKTUBHOE
pccieaoBanne S. Sciascia ¥ COaBT. BEIIBHIIO, YTO JI0-
6asnenue I'X k pyrunHoi Tepanun ADPC yBenudu-
BaeT MPOLEHT JKUBOPOXKIACHHBIX U IOCTOBEPHO CHHU-
skaeT yactory [ID/HELLP-cungpoma [24-26]. Ba-
3UPYACh HA 3HAYMMOM YAYYIICHHWH aKyIIepCKHUX HC-
xonoB y nmauuenTok ¢ CKB, EBporneiickoe o0miecTBo
o peBmarojyioruu B 2017 1. monaraert, uto ['X moxeT
OBITH peKoMeH10BaH U mpu nepsuyHoM ADC, oxHa-
KO HEOOXOIMMBI AanbHele ucciaenopanus [27]. B
2017 1. omyOGIUKOBaH TPOTOKOJI MHOTOILEHTPOBOTO
uccnenoanusi HYPATIA: Hydroxychloroquine to
Improve Pregnancy Outcome in Women with An-
tiphospholipid Antibodies, umeT HabOp MalUECHTOB
[28]. YuutsiBas TOT (axT, YTO THIPOKCHUXIOPOXHH
MPAKTUYECKN HE MPOHUKAET B TPYIAHOE MOJIOKO, MBI
PEKOMEHIOBAJI TPOJOKUTE €ro MpHeM TpU TPya-
HOM BCKapmiuBanuu [29].

[Ipu Ha3zHaueHnn Oosiee BBHICOKHMX 103 acHUpHHA
MBI OPHEHTHPOBAJINCH Ha PEBOJIIOIIMOHHOE UCCIIE0-
Banue ASPRE. B mannoMm ucciemnoBaHuu OBLIO IIO-
Ka3aHO, YTO NPO(PUIAKTUYCCKUN TPUEM KECHIIUHA-
MU U3 BBICOKOH Tpymiibl pucka pazsutus [19 150 mr
acmypuHa, HaduHas cTporo 1o 16-i Henenu 6epemMeH-
HOCTH, CHU3HJIO BO3HMKHOBeHue 119 1o 34-if Hepenu
oepemennoctr Ha 82 % u o 37-i Hexpenu Ha 62 %
[30, 31]. IIpu aToM MeTa-aHAJIN3 MPEIIECTBYIOMINX
WCCIIEZIOBAaHUI MMOKa3aji, YTo MPUEM acIpuHa B J10-
3ax 75—100 mr Bo Bpemsi 6epeMEeHHOCTEH ¢ BEICOKUM
puckoM 11D npuBEN K CHIDKEHUIO € MaHH(ECTaIINN
tonbko Ha 10 % [32, 33].

Takum 00pazom, TaHHBIN CITydail TeMOHCTPUPYET
HE TOJILKO BO3MOXKHOCTH pa3Butusi HB B mepuon pe-
muccun CKB, OH moka3bIBacT BO3MOXKHOCTH OJiaro-
MIPUATHOTO HCXO/1a MHOTOIJIONHOW OepeMEeHHOCTH Y
>keHmuHbI ¢ CKB 11 BH, o3UTHBHOCTRIO IO BCEM TpeM
rpymnmnaM oCHOBHBIX ADA, 4TO UCXOTHO YBEITUYHBAJIO
PHUCK BO3HUKHOBEHHSI aKyIIEPCKUX OCIIOXKHEHHUH, He-
CMOTps Ha a/IeKBaTHOCTbH JiedeHus. HeoOxomumocTh
nuarHocTHKH ADC 10 GEpeMEHHOCTH, B TOM YHUCIIe
y skeHIMH ¢ BH, noarBepkiaeTcss 0nacHOCTBIO pea-
JIM3alUKU T€CTAMOHHBIX OCJIOKHEHUH Y 3TOW IPyIIbl
MaIEHTOB, TOINA KaK HCCIeN0Bannue aHTH-SSA 1/ummn
aHTH-SSB fake mpH MONHOHN KIMHUKO-Ta00paTopHOi
PEMHUCCHH JTOJDKHO BXOTUTH B CIIEKTP 0OCIEHOBaHUSA
MAIMEHTOK C JI0OBIMU PEBMATOJIOTMYECKUMHU 3a00J1e-
BanusAMHU. Tosnbko ucnonb3zoBanue HMI' B coueranuu ¢
ACK MOXeT CYUTaThCS 30JI0THIM CTAaHIaPTOM BEICHUS
nanueHTok ¢ ADC, npu atom [utst podunakTuku [19
JIOJDKHA WCTIONb30BaTbes no3a 150 mr JloGaBienue
I'X BO3MOKHO yIydIIIaeT MCXObl TAKUX OepeMEeHHO-
CTEH M YMEHBIIAET BbIPpa)KEHHOCTh cuMnToMoB HB.
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CIIMCOK COKPAIIIEHUI
AB — arpuoBeHTpuKy/sipHas (Onokaga, nposoau- | KH-OIIIl — KOHTpacT-UHAYLHMPOBAHHOE OCTPOE MOBPEK-
MOCTb) JIEHUE TI0YEK
Al — apTepHUaJIbHOE aBJICHUE KHUVYIlI  — koHTpacT-MHTEHCH(UIIMPOBAHHAS YIILTPACO-
ANl — QHTUJINYPETUYECKUN TOPMOH Horpadus MoYeK
AWK — anmapar NCKyCCTBEHHOTO KPOBOOOpAIIIEHNUS KKOC  — kimyboukoBO-KaHaJIbIIeBasi 0OpaTHas CBS3b
AKII — a0PTOKOPOHAPHOE LIYHTUPOBAHHE KOC — KHCJIOTHO-OCHOBHOE COCTOSIHHE
AHIIA - aurtuseltpoduibHble 1uromiasMarnyeckue | KPC — KapAHOPEHAIBHBINA CHHIPOM
ayToaHTHTeNa (ayToaHTuTeNa K nurtorviasme Heii- | KT — KOMIBbIOTEPHAs TOMOTpadust
TpoduiioB) Ko — KJIIyOOuKOBast (PHIIBTPALIUS
AT II — anruotensu I1 JIAT — JaKTaTJeruaporeHasa
ADC — aHTH(OCHONUIUIHBINA CHHAPOM JITIC — JINNIOTIONUCAXapUAbL
AIILL — N-auerunuucrent MM — MOJIEKYJISIpHAs Macca
AUTB — aKTHBHPOBAaHHOE YacTH4HOe Tpombomnacti- | MO/I — MUHYTHBIH 00beM JbIXaHHsA
HOBOE BpeMs MIITH  — memOpanonposnudeparuBHblii riomepyiioHed-
BKK — OIOKaTOPhI KaNbIIMEBbIX KaHAJIOB put
BITHC — ObicTponporpeccupytonmii Hedpurnyeckuin | MPT — MarHUTHO-PE30HaHCHas ToMorpadus
CHUHAPOM MT — Macca Tena
BPA — OIIOKaTOpHI PEIeNTOPOB aHTHOTEH3MHA 11 HHA — HEHapKOTHYECKUE aHATIbTEeTUKU
BOH — OeNKOBO-3HEpreTHYecKast HeIOCTaTOYHOCTh HIIB — HIDKHSIS 110J1as1 BEHA
BIIB — BEpXHsIA MoJiasi BeHa HIIBIT  — HecrepouaHble IPOTHBOBOCHAIUTENBHBIE IIPE-
I'bM — mIoMepyJisipHasi OasanbpHas MeMOpaHa Traparbl
IV — reMoIhajn3 OBbII — ocTpast 60JIe3Hb MOYCK
I1d — reMoraMITBTPAITS OI'TIC — OCTPBIIl reM-IIUTMEHTHBIA CUHAPOM
TJIIC — reMopparnueckas juxopanka ¢ moueunsiM | OMH — OCTPBIN HHTEPCTUINAIBHBIN HEPPUT
CHHAPOMOM oM — 00BbeM MOYH
I'H — miomepysioHedpur OHC — OCTpBIN HEYPUTHUESCKHUN CHHIPOM
I'PC — IrenaTopeHalIbHbII CUHIPOM OITH — OCTpas IOYEeYHasl HEOCTaTOYHOCTh
Irvc — TeMOJIUTUKO-YPEMUYECKUN CHHIPOM OIIII — 0CTpOE MOBPEXkKACHUE NTOUECK
I'DK — TMJIPOKCUATHIIKPAaXMaJIbl OIICC  — obmiee mepudepruecKoe COCYIUCTOE COMPO-
an — JIOBEPUTEIIbHBIN HHTEpBAI THUBIICHHE
30T — 3aMEeCTHTEIIbHAS TIOUCHHAS Teparns OPUT — OT/ICJICHUE PEaHNMAIlMN 1 MHTECHCHBHOM Tepa-
uAIlld — HMHTHOMTOPHI aHTHOTEH3WHIIPEBPAIIAIOIIETO I1u
(bepmenTa oPTIIX  —ocTpas peakuus TpaHCIUIAHTAT MPOTUB XO351-
UBIJI — WCKYCCTBEHHAasl BEHTHJIALIMS JIETKUX Ha
UTH — MIIEMHUYECKUH TyOyIISIpHBIH HEKPO3 OCH — ocTpast cepJeuHas HeI0CTaTOYHOCTh
NOA — IMMYHO(EPMEHTHBIH aHAIIN3 OTHUH  — ocTpslil TyOylIOMHTEPCTUINAIBHBIN HEQPUT
XA — IMMYHOXpOMaTorpapuaecKknii aHaIm3 OTH — OCTpBIH TyOyISIPHBIA HEKPO3
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OLIK — 00beM LUPKYITHPYIOIIEH KPOBH PMA — peakiusi MUKpOarrioTHHALUA
OLII — 00beM LUPKYIUPYIONIEH TIa3MBbl PCK — peakuus CBA3bIBaHUS KOMIUIEMEHTA
I — IEPUTOHEANIbHBIN Tuanun3 PT — pocTt
oJI — IIEPEKUCHOE OKUCIICHUE JIMIIUJ0B PTIIO — peaxkuus TPAHCIUIAHTAT IIPOTUB OILyXOIH
[P — [OJIMMEPAa3Hast LeTIHasl peaKuus PTIIX — peaxkuus TPaHCIUIAHTAT IPOTHUB XO35IMHA
PAAC — PEeHMH-aHTHOTEH3UH-aIbA0CTepoHoOBas cuctema | CB — CepACYHBIN BEIOpOC
P/ICB — pecrmpaTopHbIil qucTpecc-CHHAPoM B3pochbix | CJI — caxapHblii quaber
PKH — paHJAOMM3MPOBAaHHOE KIMHNYeckoe uccieno- | C3I1 — CBe)Ke3aMOpOKEHHasI I1a3Ma
BaHUE CHUAT — CHHJIPOM MHTPaadJOMUHAIEHOHN TUIIEPTEH3HN

PKC — PEHTICHOKOHTPACTHBIE CPEACTBA oP — (akTOphI pHCcKa

3.JIEYEHUE 3a4acTyl0 OpHMEHTHpPYeT Bpada Ha HEOOXOIMMOCTH

3.1. KoncepBaTuBHOeE JiedeHHUE

* OCHOBHBIMHU HAINpaBIEHUSIMH JiedeOHO-
MpoPUIAKTHIECKUX MEPONPHUATHH Yy MAIlUEHTOB C
OIIII crmenyer cumtaTh: 1) MakCHMalbHO OBICTpOE
yCTpaHeHHUe WIIM MUHUMH3AIIIO AeHCTBUS OCHOBHBIX
ATHOJIOTHUYECKUX (PaKTOPOB (IIPEPEHATBHBIX, TIOCTPe-
HaJIbHBIX, PEHATLHBIX); 2) KOHTPOIh U KOPPEKIIHIO
YKUZHEYTPOXKAIOIINX OCIIOKHEHUH AUCHYHKIINU TI0-
YeK (TUTIeprupaTalui, HapyIeHHH JIEKTPOITUTHOTO
OayaHCca W KUCIOTHO-OCHOBHOTO COCTOSIHHSA, YPEMH-
YeCKOW MHTOKCUKAIINN).

YpoBeHb yOeAuTeIbHOCTH pekoMeHaauuii B

(YpOBeHb J0CTOBEPHOCTH A0KA3aTeIbCTB—2).

KoMMmeHTapuu: MakciMaidbHO OBICTpOE yCTpa-
HEHUE WM MUHUMH3AINS ISHCTBUS OCHOBHBIX TPO-
Borupyromux Ol dakropoB (mpepeHanbHbIX, MO-
CTPEHAJIBbHBIX, PEHANBHBIX) IMPEXKIe BCEro Tpedyer
MPaBUIILHOW AMAarHOCTUKH OCHOBHOTO JTHOTATOTE-
Hernyeckoro Bapuanta OIIII. BeisiBnenue Benyie-
ro IMaroreHeTu4eckoro mexanusma paszputus OIIIT

Tabnuua 27 / Table 27

PeHanbHble OCNOXHEHUs OCTPOro
noBpexaeHus no4ek [2]

Renal complications of acute kidney injury [2]

O6ycnoBneHHblE HAPYLLEHNSIMU BOLHO-
3aneKTponMTHoro 6anaHca:

OcnoxHeHus | * rmnepeosieMus

nepuoga * OTEK rOJSIOBHOro Mo3ra

onuro-/ * HTEPCTMLMaNbHbIV OTEK BHYTPEHHUX Opra-

aHypum HOB (NeyvyeHb, NoYkn, cepaue, XKT)
* CMHAPOM MHTPaabaoMUHaNBLHOM TMNEPTEH3UN
* N33NEKTPONINTEMUS
O6YyCnoBIEHHbIE HAPYLLEHUSIMU KUCIOTHO-
OCHOBHOIO COCTOSIHUS:

OcnoxHeHus | « meTabonmyeckuii aumao3

nepuoga O6ycnoBneHHble MeTaboNNYeCcKMMU HapyLle-

onuro-/ HUAMN:

aHypum - BEJIKOBO-3HEpPreTM4yeckas HeLOCTaTOYHOCTb
O06ycnoBneHHbIe a30TeMUeN:
* CUHOPOM ypemum

OcnoxHeHus | * M'MnosBonemus

nepvona « Dernppatauus

nonnypumu « On3anekTponuremus
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JOTIOJTHUTENIbHBIX KOHCYJIBTALUI Y CMEKHBIX CHELH-
anucToB. Tak, MpH MOAO3PEHUH Ha MOCTPEHAIBHOE
OIIIT HeoOxoarMa SKCTpEHHASI KOHCYIBTAIHS YPOJIO-
ra. [Ipu kapauopeHansHOM cuHApoMe | Tuna TaxTu-
Ky BEICHHS MAalMECHTAa LEIeco00pa3HO COIIacoBaTh
¢ kapauonoroMm. IlpuBnedenne Bpauell CMEXHBIX
CHELUaAIBHOCTEl BO MHOTHMX Cly4asx oOecrednBa-
€T CBOEBPEMEHHOE YCTPAaHEHUE WJIM MHUHHMH3ALMIO
¢axropos, nmpoBonupytoumx Ol (curapoM uHTpa-
a0JOMMHAIBHOW THUNEPTEH3UH, TIeNaTOPeHaIbHbIHI
curapom I tuna u np.).

Craguun OIII 1 u 2, xkak npaBuiio, MO3BOJISIOT
NPOBOAUTH KOHCEPBAaTHUBHYIO Tepanuto. IlpusHa-
ku OIIIT 3 craguu U 3KCTpapeHAIbHBIX CUCTEMHBIX
OCJIO)KHEHHUH TpeOyIoT pelieHHs Bompoca O Hadaje
3IIT (Tabm. 27).

* Pexomenayercs npu OIIII npoBoguTs aneksar-
HYIO0 HYTPULHOHHYIO ITOJEPKKY, IPEAIOUYTHTEIBHO
SHTEPAJIbHYIO, U IPUOEraTh K MNapeHTepalbHOMY ITH-
TaHUIO JIMIIb 10 Mepe HEOOXOAUMOCTH.

YpoBenb yoeauteabHocTH pexoMeraanuii C

(YpOBeHb JOCTOBEPHOCTH A0KA3aTeJIbCTB — 2).

e Tepanusa OIIIl gomkHa BKIOYaTh HYTPULMOH-
HYIO TOJIEPKKY ¢ 00ecredyeHneM CyTOYHOro IOTpe-
onenus 6enka B nmpenenax 0,8—1,2 1/ KT Macchl Tena B
cyTkH, SHeprun He Hroke 20—30 KKaj/Kr Macchl Tena
B CyTKH, HaTpus He 6omee 3,0 T (130 MMoOITB) B CYTKH,
kamus He Oonee 3 r/cyt (75 mmonb). B nuere momk-
Hbl OBITH OTPAHUYEHBI MPOAYKTHI C BHICOKUM COZACP-
kaHneM Kanus (tabmn. 28). Taxke HexelIaTeIbHO
UCIIONIb30BATh JIEKAPCTBEHHBIE IPENaparbl, CIoco0-
CTBYIOILME TIOBBILICHUIO YPOBHS KaJHsI B CHIBOPOTKE
kpoBH (Tabm. 29).

* [Ipu HanU4YMK TUMIOBONIEMUH U BHE 3aBUCUMOCTH
oT Hanm4us uin orcyteTBus kputepues Ol Heob-
XOIUMO IPHUHATH CPOYHBIE MEPHI K BOCCTAHOBJICHHIO
o0beMa LMPKYJIUPYIOLICH KPOBU, HE AOKUAASCH 3a-
Bepuienus nuarHoctuxku O

YpoBenb yoeauteabHocTH pexoMenaanuii C

(YpOBeHb JOCTOBEPHOCTH J0KA3aTEJIbCTB—2).
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* PexomeHmyeTcs MPOBOAWUTH KOHTPOIHPYEMYIO
nH(Y3MOHHYIO TEpanuio B CIlydae THIIOBOJIEMHUH, HO
n30erarh rmeperpy3ku 00beMOM.

YpoBenb yoenuTebHOCTH pekoMenaanuii C

(YpOBeHb 10CTOBEPHOCTH A0Ka3aTe1bCTB—1).

* [Ipu mammanyn npuszaakoB OIIIl He pekoMeHTy-
I0TCSl MH(Y3MOHHBIE PACTBOPHI Ha OCHOBE Kpaxma-
Jla M3-32 OCIIO)KHEHHH, CBSI3aHHBIX C WX HCIOIB30-
BaHHEM.

YpoBeHb yOeAUuTeIbHOCTH PeKOMEeHIauuii A

(YpOBeHb JOCTOBEPHOCTH A0Ka3aTe1bCTB—1).

e CrenyeT ¢ OCTOPOKHOCTBIO HCIOIB30BATh pac-
TBOpPHI Ha OCHOBE JKETaTHHA M JEKCTpaHa JUId KOp-
PEKIINHU BBIPAKEHHON THITOBOJIEMHUHU.

YpoBenb yoenuTebHOCTH pekoMenaanuii C

(YpOBeHb JOCTOBEPHOCTH A0KA3aTeIbCTB—2).

° VYV ManuMeHToB, TONYYAOINX BHYTPHBEHHEIC
KOHTpACTHBIE TpenapaTsl, PEKOMEHIYETCSI KOPPUTH-
pOBaTh TUTIOBOJIEMUIO M30TOHHYECKUMHU KPHUCTAIIIO-
HIaMH, pacTBOPOM OmKapOOHaTa HATPHSI.

YpoBeHb yOeauTe1bHOCTH pekoMeHaauuii B

(YpoBeHb 10CTOBEPHOCTH A0Ka3aTe1bCTB—1).

* PexoMeHyeTCsl peryaspHOe MOHHUTOPHUPOBAHHE
YPOBHSI XJIOPHIIOB W KHCIOTHO-OCHOBHOTO COCTOSI-
HUS B CUTYaIHsIX, Korja HH(Y3HOHHAS Tepanus mpo-
BOJIUTCS paCTBOPAMH, COJEPKAIIMUMHU XJIOPHIBIL.

YpoBeHb yoenuTebHOCTH pekoMenaanuii C

(YpOBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 2).

¢ [[emecooOpa3HO HCITONIB30BaTh COATAHCHPOBAH-
HBIE PACTBOPHI KPUCTAIIOWIOB JUIA WH(PY3MOHHON
Tepanuu B OOJBIINX 00beMax.

YpoBeHb yoenuTeJb-HOCTH pekomMenaanuii C

(YpOBeHb JOCTOBEPHOCTH A0KA3aTeIbCTB—2).

KoMMmeHTapuu: OTHOCUTENbHAS WM SBHAS THUTIO-
BOJIEMUS SIBIISIETCSI 3HAUUTENHFHBIM (PAKTOPOM pHCKa
pazsutusa OIIIT [43]. BoBpemst Hadatass WHQY3HOH-
Has Tepamus TMO3BOJSET BOCCTAHOBUTH ITHPKYIIS-
TOPHBEIN 00BEM, TIOYEUHYIO Tep(y3Ut0 I CHU3UTH
He()POTOKCHIHOCTH HCIIONBb3yeMBIX TIpenaparoB. MH-
(hy3moHHas Tepamnus IOKHA IPOBOAUTHCS IO KOH-
TpOJIEM U MOHUTOPHUHTOM [44], Tak Kak cama 1o cede
HEKOHTpOIHpyeMasi HH(py3NOHHAs Tepamus BKI0Ya-
eT B ceOs pucku passutus OIIIl BcrencTBue pa3Bu-
THS OTEKa MTAPEHXUMBI TTouek [45, 46].

LlenenanpaBneHHast Tepamusi BKJIIOYaeT B cels
MOHHUTOPUHT IIEHTPAIFHOTO BEHO3HOTO JABJICHUS
(I1B), wo meneBble 3HaueHWs WHQY3NOHHOU Te-
parmuu i npegotspammerns Ol y mamumenToB ¢
CeIcucoM He ompenencHsl [47]. Bo3amemenue xum-
KOCTH MOMKET TPOBOAMUTHCSA PA3IUIHBIMU THIIAMHU
WH(PY3UOHHBIX PACTBOPOB (KPHUCTAJUIOMIAAMH, KOJI-
JOWIaMH WM UX KOMOHWHAIusamu). M3oTtormdeckue
KPUCTAIJION B! SIBIITIOTCS OCHOBHBIMH PacTBOPAaMH,

Tabnuua 28 / Table 28
MpoAayKTbl C BBICOKUM COAEepXXaHUeM Kanus
High potassium foods

MpoaykT Kannin, mr/100 1
npoaykra
Yai 2480
Kypara 1880
Kode B 3epHax, kakao-nopoLuoK 1600
OTpy6M NLWEHNYHbIEe 1160
BuHorpag 1060
M3iom 1020
Kepposble opexu, MuHpanb 780
MeTpywka, apaxvc 760
CeMeHa NoACcOosTHEeYHMKA, FOPOX 710
KapTtodenb «B MyHanpe» 630
ABOKao, rpeLkue opexu, rpubsl 6enbie 460
BaHaHbl 400
Kpyna rpeyHesas agpuvua 380
KanycTta 6ptoccenbckas, Konbpadu 370-375
Kpyna oBcsiHasA, nepcukm 362
MorypT, 4eCHOK, NyK 3eneHbil 260
MopKOBb KpacHas, anenbCuH, rpenndpyT 200

Tabnuua 29 / Table 29

JlekapcTBeHHbIe npenaparbl, NoBbiLLaOLWne
YPOBEHb Kanusi B CbIBOPOTKE KPOBU

Drugs that increase serum potassium

AnpeHanuH (Ha4yanbHbI 3d- | HMBC,

dexT), MEHUUMIIMH (B BUOE KanneBon
aMVHOKanpoHoBas KNCNoTa, | conun),

APrnHvIH, NMPOTUBOOMYXOJIEBbLIE NMpenaparbl
6eTa-6nokaTopsl, (umknodochamma, BUHKPUCTUH),
renapviH, CYKUMHWUNXOJINH,

MATND/BPA, cynbdamMeToKkcasor,
n3oHnasug, TEeTPaAUVKIIVIH,

Kkanuincbeperawoume ouy- | TPUMETONPUM,
peTtukn, deHdopMUH (nakTaT-aumaos),
NTUA, uedanopnamH
MaHHUTON

WCTIOJIh3YEMBIMHU C TEJTbI0 BOCTIOTHEHHUS HEJO0CTATKa
BHEKJICTOYHOW JKHJIKOCTH, OIHAKO WX NPUMEHEHHE
MOYKET MPUBOAWTH K BO3HUKHOBEHHWIO THIIEPXJIOPE-
MUH, KOTOpasi MPOBOLUPYET BHIPAKEHHYIO Ba30KOH-
CTPUKLHMIO MMOuYeuHbIX cocynoB [48, 49]. Komiou-
JIbI B CPABHEHUHU C KPHUCTAIUIOMJIAMH TEOPETHUYECKU
CIOCOOCTBYIOT Ooliee OBICTPOMY TOABEMY YPOBHS
BOJIEMHUH, OHAKO 3TOT I(PQPEKT 3aBUCHT OT MPOHH-
[TAEMOCTH COCYUCTOM CTEHKH, KOTOpasi MOXKET OBITh
HapyIlleHa, HallpuMep, TIPU CETICHCe, OCOOCHHO TpH
Haauaun Baszoruteruu [50, 51]. Mcmonp3oBanme 6071b-
mux 00BEeMOB KOIUIOWIOB 3aKII0YaeT B cebe PUCKU
TUTIEPOHKOTUYECKOTO MMOBPEKACHUS TIIOMEPYIIIPHON
(GUIBTpalil 1 OCMOTHYECKOTO MOBPEXKACHUS TyOy-
JisipHOTO ZnuTenus [52].

B psime kxpymHBIX paHIOMH3HUPOBAHHBIX KITMHIYE-
ckux uccaenoBannii (PKI) BeIIBIIEHO 3HAYUTEITHLHOC
noBelieHue puckoB paszsutus OIIII u 3amecturens-
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Hoit moueunoit Tepanuu (3I1T) npu ncnoab30BaHUU
pacTBOpOB Ha OCHOBE KpaxMmana [53], ocoOeHHO Yy
MaIUeHTOB C cenicucoM [54, 55]. Hecmotps Ha Heno-
CTaTOK yOeAUTEIbHBIX KIMHIYECKUX JaHHBIX O Hera-
TUBHOM BJIMSIHUY PacTBOPOB HAa OCHOBE JKeJIaTHHA Ha
(dbyHKIIMI0 TI0YeK [56], BOBMOXKHOCTh MPUYACTHOCTH
[IperaparoB *ejJaThHa K nepesade MpUoHOB, BEICBO-
OOKJIEHNIO TUCTAMUHOB M Pa3BUTHIO KOATyIOMaTuit
OTrpaHUYMBAET UX MKPOKoe MpuMenenue [57]. Mera-
aHaJIN3, BKITIOYABIINI TP UCCIIEOBAHNUS, B KOTOPBIX
CPaBHUBAJINCh PACTBOPHI JKeJIaTHHA, KPUCTAJUIONI0B
1 anbOyMHH, MOKa3all MOBBIIICHHE PUCKA Pa3BUTHSI
OIIIT na 35 % B rpyIIme ¢ UCIOIH30BAHUEM PACTBO-
poB xkenaruHa [54]. PacTBOpsl Ha OCHOBE JIEKCTpaHa
MOTYT BBI3bIBATh aHA(DMIIAKTUUECKUE PEaKIUH, Koa-
T'YJIONIATHH, OCMOTHUYECKUI He(dpo3 U caMu 1o cebe
npuBoauth kK OIIIl mpu wucnone3oBaHuM B J03ax
oonee 1,5 r/kr/cyt [58]. YenoBeueckuit aabOyMuH,
€AMHCTBEHHBIN KOJUIOWJHBIA PacTBOpP HaTypaJIbHO-
IO TPOUCXOXKIEHUS, SBISETCS MPEATNOYTUTEIHLHBIM
IIPH KOPPEKIUH THUIOOHKOTHYECKOW TMIIOBOJIEMHH.
OH yBenMYMBAET YYBCTBUTEIBHOCTb K JAUYpPETHUKAM
y MalMeHTOB C TUI0aIL0yMUHEMHUeH (Hanpumep npu
He(poruueckoMm cunapome) [59], O6ezomacen [60] u
HE BJIMSICT HEraTMBHO Ha (DyHKIHWIO Touek [61, 62],
OJTHAKO €T0 UCIIONIb30BaHUE TPEOyeT JOCTATOYHO BbI-
COKHX (DMHAHCOBBIX 3aTpar.

Kpucrannonasl sBASIOTCA OCHOBHBIMH HH(QY3H-
OHHBIMHU PAcCTBOpaMH JUIS BO3MeleHUs aeduiura
MUPKYIUPYIONIEro oobeMa KpoBu. Psi nccinenoBanuit
MIPOAEMOHCTPUPOBANIN TOBBIMEHHBINH puck OIIIL,
npumenenus 31T u cMepTHOCTH, acCOLMUPOBAHHON
C HCIIONIb30BaHUEM OOJbIINX 00BEMOB (hHu3HONOTH-
yeckoro pacteopa (0,9% NaCl) B cpaBHeHUH C Tak
HasbIBaeMBIMHU COaTaHCUPOBAHHBIMH PacTBOpPAMH, B
KOTOPBIX XJIOPU/IBI YACTUYHO 3aMEHEHBI IPYTHM aHH-
OHOM [63—65], oHAKO ATH pPE3yJAbTATHl HE MOIYYH-
JIM TIOATBEPKJIEHUS B JIPYTHX PaHIOMHU3MPOBAHHBIX
KIMHUYECKUX MCCIEeIOBaHUAX [66, 67].

UccnenoBanus »¢d@dekTuBHOCTH OuKapOOHAaTa
HaTpus B tiaHe npodunaktuku OINI y nanueHTos
KapIUOXUPyprudeckoro npoduist mokazaid MpoTH-
BOpEUYMBBIE pe3yIbTaThl [67—73].

e Ilenecoobpa3Ho TpUIEPKHUBATHCA HHIUBUIY-
aJBHOTO TIO/IX0/1a TIPY OTIPENIETICHUH IEJIEBhIX 3HaYe-
HUH aprepuanbHoro AasneHus (AJl) manuenra, ecnu
HUMEIOTCSI CBEJICHHUS O €r0 PUBBIYHBIX mudpax A/l

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpPOBEHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 2).

* V MalMeHTOB ¢ XPOHUYECKOH apTepUaIbHOMN TH-
neprensueit yposenb cpennero AJ[ (CAJl) caenyer
MOJICPKUBATh Ha OoJiee BRICOKOM ypOBHE (B Ipejie-
nax 80—85 MM pT. cT.).
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YpoBeHb yoenuTeJsHocTH pekomenaanuii C

(YpPOBEHb JOCTOBEPHOCTH J0KA3aTeJIbCTB—1).

* YV NanMeHTOB C OCTPHIM HapymIeHHEeM MO3TO-
BOTO KPOBOOOpAIIEHHUS TI0 TEMOPPArHIeCKOMY THITY
Ha (hOHE THUTIEPTOHWYECKOTO KpH3a PEKOMEHIyeTCs
CHIDKATh CHCTOJIMYECKOE apTepHaIbHOE TaBICHHE 0
140-180 MM pT. CT.

YpoBeHb yoenuTeJsHocTH pekoMenaanuii C

(YpOBeHb 10CTOBEPHOCTH JA0Ka3aTeabcTB—1).

* YV NarueHToB C CENTHYECKUM IIOKOM C IENbI0
nonnepxkanus CAJl B mpenenax 65—70 MM pT. CT. pe-
KOMEHYETCsI IPUMEHSTH Ba30TPECCOPHI.

YpoBeHb yOeauTeIbHOCTH pekoMeHaanuii B

(YpoBeHB 10CTOBEPHOCTH 0Ka3aTeJIbCTB—1).

* B cirygae HeoOX0MUMOCTH Ba30IIPECCOPHOH TOI-
JIEPKKU TIPU THIIOTEH3HUHU CIIeyeT OT/IaBaTh IPEIo-
YTeHHE HOPaApeHANINHY (HapsAxy ¢ KOppeKnuel r'u-
TTOBOJIEMUN ).

YpoBeHb yOeauTeIbHOCTH pekoMeHaanuii B

(YpPOBeHb 10CTOBEPHOCTH JA0Ka3aTeabcTB—1).

* V QanWeHTOB TOCIe KapAHOXUPYPTHUECKHUX
BMEIIATENICTB TIPU  JICUEHUH Ba3OIUIETHYECKOTO
II0Ka IeJIeCO00Pa3HO MCTIOB30BaTh Ba30IPECCHH.

YpoBeHnb yoenuTeasHocTH pekomenaanuii C

(YpPOBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB—2).

KomMeHTapumn: coxpaHeHWe WIH yAydIlIeHHE
(YHKIINY TIOYE€K MOXKET OBITh IOCTHTHYTO KakK C TIO-
MOIIBI0 WH(Y3NOHHOHN Tepanmuy, TaKk W IIyTeM MpH-
MEHEHHsI WHOTPOIHBIX CpPEACTB, WCIOIH30BAHUS
pPEHATBHBIX Ba30AMJIATATOPOB MM CHCTEMHBIX Ba30-
MIPECCOPOB.

Heobxo0umocms nododeprcanus onpeoenennozo
CAJ]. OnTUMaBHBIN YPOBEHB TOIICPKAHUSI TIOKa-
3areneid CAJl y ManmmeHToB ¢ CENTUYECKUM MIOKOM
OBLT WCCIEIOBAaH B XONIE€ OTKPBITOTO MYIBTHIICHTPO-
Boro PKU [74]. UcciaenoBanne He BBISBHIIO pa3iiu-
4uid B cMepTHOCTH, yactoTe pa3Butus OIIII 2 cra-
mun (38,7% vs. 41,5%, p=0,42) wnmm notpedHOCTH
B 3IIT (33,5% vs. 35,8 %, p=0,5) mexmy rpymmaMu
narreHToB co 3HadeHusIMH CAJ] 80—85 MM prT. cT. u
65—70 MM PT. CT., OJHAKO OTMeUeHa Oojee BBICOKAS
JacToTa MapOKCU3MOB (DHOPIILIAIINN TIPEACEPaNii B
rpynme ¢ 0ojee BRICOKMMH IEJICBBIMU 3HAYCHUSIMU
CA/. Ilpu 3TOM y TaITIEHTOB ¢ XPOHHYECKOH apTe-
pUalIbHOW TUIEPTEH3UEW B aHAMHE3€e MoJIep KaHue
boiree BBICOKOTO 3HaYeHUss CAJl BelIO K CHUKCHUIO
gactotsl pazsutus OIIIl 2 cragum (38,9 % vs. 52 %,
p=0,02) n motpedroctu B 3T (31,7% vs. 42,8 %,
p=0,046).

B xpymaom PKU Orpima mccmemoBana Oe3omac-
HOCTh CHIDKEHHSI CHCTOJIMYECKOTO JaBJICHHS Yy TIa-
IUEHTOB C OCTPHIM HAapyIIEHHEM MO3TOBOTO KpO-
BOOOpAIIeHHs TI0 TEMOPParnIecKoMy THITY Ha GoHe
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runeproHudeckoro kpusa [75]. IlaumenTtsl ObuH
PaHIOMHU3UPOBAHBI HA TPYIIBI CO CHIPKEHHEM CHCTO-
JIMYECKOTO apTepUaIbHOTO AaBJICHUS B IIEJIEBBIX THa-
nazoHax 110-139 mm pt. ct. 1 140—-179 MM pT. cT. Uc-
CJIeJIOBaHHUE He MO0Ka3ajl0 pa3INunii B 4aCTOTE CMEPT-
HOCTH U WHBAJIUIU3AIUN MEXKIY TPYIIaMH, OJHAKO
yacrota OIIII 6pu1a BhIIIE B rpymme ¢ 60iee HU3KUM
ypoBHeM CAJl (9% vs. 4%, p=0,02).

Obocnosanue evibopa eazonpeccopos. Hopanpe-
HaJIMH SBISETCS HanboJiee 4acTo UCIOIb3yeMbIM Ba-
30MIPECCOPHBIM TpenapaToM IMpU AUCTPHUOYTHBHOM
moke. B PKU, cpaBHuBaromeM goamMuH ¥ HOpa-
JPEHAJINH B Ka4eCTBE CTapTOBOTO Ba30OIPECCOPHOTO
rperapara y MaiuueHTOB C CENTUYECKUM IIIOKOM, He
BBISIBJIGHO CYIIECTBEHHBIX PA3JIMYMii B CMEPTHOCTH
MeXy Tpymnmnamiu [74], HO B rpymre HopaJpeHanuHa
oTMedeHa 6onee Hu3kasg norpedbuocts B 31T B Teue-
HUEe TIepBBIX 28 nmHed. Taxke HOpaapeHATHH peke
BBI3BIBAJI TAXUKAP/IMIO B TIEPBBIE Yachl TPUMEHEHUS U
accoluupoBacs ¢ OOJbIIel BBKHBAEMOCTBIO Cpesin
MAIMEHTOB C KAPJAUOTEHHBIM IIIOKOM.

Bazomnpeccun uinm ero aHanor TEpIUIPECCHH MO-
I'YT OBITH UCTOIB30BAaHBI B TepaMu II0Ka, pedpak-
TEPHOTO K HOpaapeHanuHy [76]. DK30reHHBIN Ba3o-
MIPECCUH MOXKET YBEJINYHUBATH IIIOMEPYISIPHY IO (QUITb-
TpPalMIO 3a CYET COCYAOCYKHBAIOLIEro JeicTBUA
MPEUMYIIECTBEHHO Ha J(PQEepeHTHYI0 apTepHoIy
Kiryoouka [77].

* He pexomenmyercst ucnoib3oBarh J0(aMHUH B
HU3KHUX J103aX C 1menbio npodumaktuku OINIT.

YpoBeHb YOeTUTEIHHOCTH PeKOMEHIAIni A

(YpPOBeHb 10CTOBEPHOCTH /I0Ka3aTeabcTB—1).

* He pexoMeHIyeTcsi MCIOIh30BATh JIEBOCHMEH-
JaH Ui KapIuOHE(PPONPOTEKIMHA Y TAlUEHTOB C
CEICHCOM U Y MallUeHTOB, MOJIBEPTaIOIINXCS KapIuo-
XUPYPrUYeCKUM BMEIIATeIbCTBAM C HHU3KOW Ipeso-
MEePAIMOHHON (PYHKIHEH JIEBOTO >KETydOoYKa WU
HYKIAIOMKXCA B TeMOAMHAMUYECKOHN TMOICPKKE B
[IOCJICOTIePAI[TIOHHOM TIEPUO/IE.

YpoBeHb YOeTUTEILHOCTH pekoMeHaanuii B

(YpPOBeHb 10CTOBEPHOCTH /I0Ka3aTeabCcTB—1).

KoMMmeHTapum: Ha paHHUX CTaausAX HIIEMHU-
geckoro OIIIl mpoucxomuT CHIDKEHHE IMOYEYHOTO
KPOBOTOKA BCJIEJICTBUE CTUMYJISIMM CHUMIATHYe-
CKOM HEPBHOW CHCTEMBI M BBICBOOOXKICHHUS Ba30-
KOHCTpuKTOpoB [78, 79]. Hamportus, mpu cercuc-
accouuupoBanHoM OIIIT obuuii mouedHslii KpoBo-
TOK coxpaneH [62, 80, 81], HO mpu ITOM IPOUCXOTUT
CHIDKCHHUE TIepdy3UH Ha YPOBHE MUKPOIUPKYIISIIUH,
[JIaBHBIM 00pa30M B Hapy>KHOM MO3TOBOM CJIO€ MTOYEK
[82]. Ilpu wucnonb3oBaHUM (MHO)BAa30AUIATATOPOB
JUIs. TIPEIOTBPAICHUST TUCHYHKIMH MOYEK CIeyeT
o0paTuTh BHUMAaHHE Ha CIenyloIne OOCTOATEINb-

cTBa. Bo-11epBhIX, Ba30MIaTaTOPhl MOTYT BBI3bIBATH
THITOTEH3HIO 32 CYET CHIDKEHHUSI COCYNCTOTO TOHYCa
Ha (hOHE KOMIICHCATOPHOTO Ba30CMa3Ma, TEM CaMbIM
BBISIBJISISI CKPBITYIO THITOBOJIEMHIO. [ UTOTEeH3Ms cama
no cebe MOXKeT yXyAIUTh IodeuHyto nepdysuto. Ta-
KAM 00pa3oM, KOPPEKIUS BOJIEMHH SIBISIETCSI KITFOUe-
BOH 3a1a4eil. Bo-BTOPBIX, BCIEICTBUE 3HIOTEINATb-
Ho nucyHkiuu (NO)-3aBUCHMBIC Ba30AMIATATOPBI
TEPSIOT CBOIO 3P dekTuBHOCTE [79]. B-Tperhux, pe-
HIAIOIIMM SIBJISICTCS] BPEMsI Hauasia BBE/ICHUSI Ba30]H-
JIaTaTOpOB: OTIOKCHHOE BBEJICHHUE SIBIISICTCS MEHEe
(G PEKTUBHBIM M3-32 OKKJIIO3UM MHKPOIUPKYISTOP-
HOTO pycia [83].

Hwuskue, Tak Ha3pIBaEMbIC «IIOUEUHBIEY, TO3BI JI0-
¢damuHa (2,5-5 MKI/Kr/MUH) B HEaBHEM MPOILIOM
UCTIONIL30BAIIH C IIEIIHIO TIPEIOTBPAIICHNUS CEICKTHB-
HOW peHANILHOW Ba30KOHCTPUKIMH MPHU Pa3THUHBIX
cocrosiHUsIX. Ho IpH TSDKEIOM KIIMHIYECKOM COCTOSI-
HUH TAlMeHTa JIa)ke HU3KKE J103bI JOo(aMIHA MOTYT
yXyAmuTh nodeyHyto nepdysuto [84]. Pesymbrars
HECKOJIbKUX METa-aHAJIN30B TTO3BOJIIIIH CJICNIaTh BbI-
BOJI, YTO «TIOYEYHBIC)» J03bI JOopaMUHa HE TTOKA3aIH
cBoeli 2 (HeKTHBHOCTH HU B KaueCTBE HEPPOIPOTEK-
e, vy gt ynydmenns Tedenust OII y manmentos
B KPUTHYECKOM cOCTOsTHHH [ 85, 86].

* PexomentyeTcs mpu HEOOXOMMOCTH KpaTKoBpe-
MEHHOH Ce/IalliH HCII0Ih30BaTh MPOnodoi 1 JeKcMe-
JETOMUJIVH.

YpoBenb yoenuTeabLHOCTH pexoMmeraanuii C

(YpOBeHbB 10CTOBEPHOCTH 10KA3aTeJbCTBa—2)

KommenTapuu: cenanyst HeOX0Ma JISt MHOTHX
MAIMEHTOB B KPUTUYECKOM COCTOSIHUM, HO OHa MO-
JKET OKa3bIBaTh HETATHBHOE BIMSHKE Ha CEPACYHYIO
(GYHKIMIO W/WINM COCYIUCTBI TOHYC M TE€M CaMbIM
MPOBOIMPOBATh peHallbHOE ocliokHeHHe. OJHAKO B
UCCIIe/IOBaHMSIX, MTPOBEICHHBIX HA JKUBOTHBIX, MPO-
ooy CHIXall ypOBeHb OMOMAapKepOB OKCHIATHB-
HOTO cTpecca mouek [87, 88], a HCIoIb30BaHME ICK-
CMEJICTOMUIMHA TTPUBOMIIO K CHUYKEHHUIO CEKPEIIUH
BA30IMPECCHHA, YBEIMYCHUIO TIOYEYHOTO KPOBOTOKA
1, COOTBETCTBEHHO, KIyOOUKOBOH (pruibTparuu [89],
OKa3bIBast HeponpoTeKTUBHBIN 3 dekT [90-93].

[Mpomodon siBisieTcss omHUM W3 Hamboyee dYa-
CTO UCIIONB3YyeMbIX JUIS CEAalliil aHECTETUKOB B
pEaHNMAaIMOHHO-aHECTE3NOJIOTMICCKOM  MTPAaKTUKE
[94]. Omucanbl mobGounsie 3ddekTsl mpomnodoia,
BKJTFOUAIOIINE B ce0s1 MHUOIATHIO, PabIOoMUOIIN3, TH-
nepkamuemuto u OIIIT [95, 96]. Ha ocHoBanuu nmau-
HBIX KJIMHUYECKUX WCCICAOBAHUN PEKOMEHIOBAHO
npyuMeHeHue Tporodona B TeueHue He Oonee 48 u
¢ MakcumanpHOH mo3oit 4 mr/kr/a [97]. C apyroii
CTOPOHBI — HEJIaBHO MPOBEJCHHOEC KOTOPTHOE WC-
CJIC/IOBAHUE TAIICHTOB B KPUTHYECKOM COCTOSIHUH
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[10Ka3aJjo, YTo B IPyMIie, B KOTOPOU ISl Cealuu UcC-
nosp3oBanu mpomnodor, puck passutus OIIII u mo-
Tpednocts B 3IIT oxazanuck HUXKe MO CPaBHEHUIO C
rpymnmnoi, noixydvaromei Mugazosnam [98]. bonee Toro,
Hebonbmoe PKH, BkarouaBmiee 112 manueHToB, o1~
BEPraBIIMXCS KapAHOXUPYPTHUYECKHM OIepaIusim
Ha KJIalaHax cepjua, MoKa3ajlo CHIKEHHE YaCTOThI
OIIII, ypoBHs nuctaruna C y MaiueHToB, MMOJyYaB-
mmx nponogoi, B cpaBHEHUH ¢ ceBodurypanom [99].

AroHHUCTBl [-2 agpeHepruvyeckux perenTopoB
00NIaIal0T  MHOXKECTBOM  (hapMaKOJMHAMHUYECKUX
s¢¢pexrop [100]. B nBoiiHOM cnenoM ruiare0o-
koHTponupyemoM PKWM  pexcmeneroMuanH —1po-
JEMOHCTPUPOBAJI  3HAYUTEIIBHBIA JHYPETHUECKUI
addext, yBenuuuBas Ha 75% Temm quypesa y Kap-
TUOXUPYPTUYECKUX TAlMEHTOB B TOCIIEONEPaIOH-
HOM TI€pHOJIe, IPU TOM HE OKa3bIBasi CAaMOCTOATEb-
HOTO MOBpEXAaroNIero AeiicTBus Ha mouku [101]. B
marne60-KoOHTpoIupyeMoM uccienopannn (90 maru-
€HTOB, MOJIBEPraBIINXCS] AOPTOKOPOHAPHOMY IIIYHTH-
POBaHHIO) TIPU UCTOIB30BAHUU JIEKCMEIETOMUIMHA
JUIS Cellalliyl TAIIeHTOB B IOCJICONEePallMOHHOM Tie-
pHOJie OTMEYEHO J10303aBUCUMOE CHIDKEHUE YPOBHS
NGAL [102]. B npyrom PKU (200 mariueHToB) moxa-
3aHO, YTO UCIIOB30BaHKE JEKCMEICTOMUIMHA B 103€
0,4 MKr/kr/4 B Teuenne 24 4 OT Hayajia aHECTE3UH
cHmwkaino gactoty OIIIl, cMepTHOCTh U TPOJOIKHU-
TEbHOCTh HAXOXK/IEHUS MAIlMeHTOB B MajaTe WHTEH-
cuBHOI Teparnuu [103].

B nenom nanHble MccnenoBaHUi HebeH301Ma3e-
MIHOBBIX CEJIATUBHBIX TPENaparoB, B 0COOCHHOCTH
JEKCMEJICTOMHJINHA, SIBJISIIOTCS.  MHOTO0OCIIAIONIN-
MU, OJIHAKO TOKa HEJOCTAaTOYHBIMH Uit (HOopMyIu-
POBKH YETKUX PEKOMEHIAITHIA.

* PexoMmeHayercss MOHHUTOPHUPOBAHHE YPOBHA
KaJusi B KPOBM M HEOTJIO)KHOE Hayajo COOTBET-
CTBYIOIIIEH T€paNuy B CIydae BHISBICHUS THIIEpKa-
JUEMHUH.

YpoBeHb YOeTUTEILHOCTH PeKOMeHAAui A

(YpoBeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB—2).

KomMmenTapum: runepkanuemusi Hanbonee Xa-
paxtepHa 1yist onuro/anypudeckoro OINII, mpu koto-
POM ypOBEHb KaJlusl B CHIBOPOTKE KPOBH HAapacTaeT B
cpenneM Ha 0,5 MMOJIB/TT B CYTKH.

C mnosunmii maTo(GU3UOJIOTUU THUIIEPKATUECMHUIO
MOJIPA3/IENIAIOT TIO0 CTETIEHN BBIPAKEHHOCTH Ha 3 Ka-
Teropur: Jerkyro (5,5-6,0 MMoOIB/I), yMEpEHHYIO
(6,1-6,9 mmounb/n) u TsoKenyto (>7,0 mmoib/n). Ogn-
HaKo B peajbHON MpaKTHUKE yJoO0HEee HCIOIb30BaTh
KIMHUYECKUH TOAXOJ: YrpoKaromias >KU3HHU TUIEp-
Kajauemus (>6,5 MMOJIb/J W/WIM HAJIMYUE XapaKTep-
HeIx DKl -npr3HakoB), HE yrpokaromias KU3HH TH-
nepkanuemMus (<6,5 MMOJIb/J W/WIN OTCYTCTBUE Xa-
paktepubix JKI -ipu3HakoB).

Nzmenennst na OKI' mo mepe yBennyeHus BbIpa-
JKEHHOCTH THIIEPKAINEMUH OOBIYHO TPOTPECCHPYIOT
B TaKOH MOCIIEA0BATEIBHOCTH:

— TIOSIBJICHHE BBICOKUX, Y3KUX U 320CTPEHHBIX I10-

Tabnuua 30 / Table 30

MepukameHTO3HOe niedyeHne runepkanvemumn [104]
Medication for hyperkalemia [104]

Llenb neveHuns

Mpenapat

CtaHpapTHasa nosa

MpumevaHne

Crabununsauus
MeMOpaHbl
KapaMoMNOLNTOB

[nioKkoHaT kanbums
VNN XNOPWA, KanbLns

miokoHaT kanbuma 10 % — 30,0 unn xno-
pua kanbumsa 10 % — 10,0 B/B 6o51t0C, npun
HeobxoaMMOCTV MOBTOPHOE BBEAEHNE

C OCTOPOXHOCTbIO MPY OAHOBPEMEHHOM Mpu-
MEHEHUM ANIOKCHHA

MeXKNeTouYHbIN
nepeHoc noHa
Kanms

MHCYNNH (KOPOTKOro
AencTeus)

10 ELQ B/B nnu 0,1 EA/kr macchl Tena,
no 10 EQ

O6bI4HO Ha3HavalT BMecTe ¢ 25-50 r B/B
rAOKO3bl; MPU HANUYUKN TUNEPTANKEMNN
6onee 14 MMonb/N BO3MOXHO BBEAEHUE
MHCYNMHa 6e3 rnioKo3bl

B2-appeHoOMUMETUK

CanbbyTtamon nnun ansbytepon 5-20 mr
yepes Hebynaisep

KoHTtponb YCC (Taxmkapamm)

YnaneHve n3 opra-
HU3mMa

MeTnesble guype-
TUKK

dypocemng 40-60 mr B/B

Mpwv runo/ayBonemMmn HeO6X04MMO CoYeTaTb
Cc Hdy3nen Gn3nonornyeckoro pacTesopa,
BbICOKO 9P PEKTUBHO B CyHae YyBCTBUTEb-
HOCTM NauneHTa K AnypeTmkam

KaTrnoHoobMeHHbIe
CMOJIbI

MonuctupeHacynbdoHaT HATPUSA UK
nonuctuponcynbdoHat kanbuma 15 r
nepopasbHO/ pekTanbHo, 1-4 p/cyT

[MPUMEHATHL C OCTOPOXHOCTLIO MPU KULLEYHOM
HEMPOXOANMOCTW/0BCTPYKUMN UK Y Oern-
[paTUPOBaHHbIX MALMEHTOB; aCCOLIMMPOBAHO
C PYCKOM Pa3BUTUS HEKPO3a TONICTON KULLIKY;
NPV NCMoJSIb30BaHMM HEOOX0AUMO YOeauTbLCs,
410 cmona nokupaet XXKT

a < <
MeTtoaom Bbl60pa npun Oonnc rmnepkannemMmen B pesynbrate gurntainCHOM MHTOKCUKaUMnN MOXET ObITb NMPpUMEeHeHne aHTUTeEN K

ANTOKCUHY.

B HacTosLee Bpems B PD 3apernctpnpoBaH TOIbKO OAMH JIekapCTBEHHBIN Npenapart A1 60pbbbl C rmnepkanneMmneit, He yrpoxatoLumi
XN3HU — «KanumenT» (kanbumsa nonvctuponcynbdoHaTt). OH pekomeHaoBaH Kk nprvemy B fo3e 10 r (2 cawwe) 3 pasa B cyTku.
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JOXKUTENBHBIX 3yO1oB T (kamuit 6—7 MMOJIB/IT), YKO-
pouenue untepana QT;

— pacmmpeHue Win oTcyTcTBHe 3yOua P, pacuiu-
penue kominiekca QRS (kanuit 7-8 MMoJIb/1);

— ciusnue xkomruiekca QRS c 3y6rom T — cuny-
counanbhbiii QRST (kanuit 8—9 MMob/n);

— aTPUOBEHTPUKYJISIpHAs OiloKaa, KeIyIouKoBas
Taxukapaust/GuoprsIys (Kanwid >9 MMOIB/T).

lunepkanremus SBISETCS JKU3HEYTPOKAIOIIUM CO-
CTOSIHHEM U TpeOyeT He3aMeUITUTEIbHOW KOPPEKIIHH.
[Ipu ypoBHe Kanusi CBIBOPOTKH MeHee 6,5 MMOJIB/JT U
orcyrcTBuM m3mMenennit Ha OKI' mokazano mpumene-
HUE MeTMKaMeHTO3HOH Teparuu (Tadm. 30).

IIpu xu3HEyrpoxaroumeil TUIepKaJIueMun MoKa-
3aHO 3KCTPEHHOE MPUMEHEHHE 3aMECTUTENILHOM T10-
YEUHOH Tepamuu (CM. Jajee).

* PexoMeHIyeTcsl y TalueHTOB B KPUTHYECKOM
COCTOSIHMHU TTOJIJICPKUBATH 11€JIEBON YPOBEHB IJIFOKO-
36l B KpoBH Hipke 180 Mr/mi (10 MMoIIb/1) st mipe-
JOTBPAIICHUS TUIEPIIIUKEMAYESCKOTO TTOBPEIKICHUSI
MOYeK.

YpoBeHb YOeIUTEIHLHOCTH pekoMeHaanuii B

(YpoBeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB—2).

* He pexoMeHIyeTCsl MCIOJIb30BaTh 3PUTPOIOI-
TUH WIN TIIOKOKOPTUKOCTEPOUIBI IS POQUIaKTH-
xu OIIIL.

YpoBeHb YOeTUTEIHLHOCTH pekoMeHaanuii B

(YpPOBeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB—2).

KomMmeHTapum: TUnepriinkeMust y MalleHTOB B
KPUTHYECKOM COCTOSIHUM acCCOIMHPOBAHA C OCIIOXK-
Heausmu [105, 106], cBI3aHHBIMH ¢ OKCHJIATHBHBIM
CTPECCOM, SHIOTETHATBHON MuchyHKIINEH, HapyIIe-
HHMEM TeMOCTa3a, MUTOXOHJAPHUAIbHON U MMMYHHOMI
muchynkuusivu. [IpoTrBoBOCHANUTENBHBIH dPPEKT
CTEPOUJIOB MOXKET CHWKATh BOCIIAJUTENBHBIA KOM-
noHeHT B natorenese OIIL. DputponosTiH, HOMUMO
CTUMYJISALIMU TEMOTI0332a, 00J1a/1aeT TKaHETPOTEKTHB-
HBIMU CBOWCTBAMH 32 CUET YMEHBIICHUS arlonTo3a u
BOCHAJICHUS U CTUMYJIMPOBAHUA HEOBACKYISIPU3ALINU
1 pereHepaluu TKaHei.

Kpynnoe mnpocnexktuBHoe PKU (1548 mnanmen-
TOB XHUpPYpruueckoro mpoduis), CpaBHUBAIOIIEE
CTPATEeTUIO0 CTPOTOT0 KOHTPOJISA TIIOKO3bI HHCYIH-
HoM B mnipenenax 80—110 mr/ma (4,41-6,06 MMOJIB/7T)
U CTaHJAPTHYIO KOPPEKIHUIO (MHCYIWH BBOJWIICA
IIpH YPOBHE IIIIOKO3BI B KpoBH Oosiee 200 Mr/mi wnu
11,2 MMonb/a ¢ mojyepxkanueM B mpenenax 150—
160 mr/mn nim 8,26—8,82 MMOJIB/JT), MTOKa3ai0 mpe-
HMMYIIECTBO CTPATETUH CTPOTOr0 KOHTPOJIS TIIIOKO3BI,
YBEIMYUBAsl BEDKUBACMOCTh W CHUXKAsT KOJIMYECTBO
MAIMeHTOB C MObeMOM YpPOBHS KpeaThHuHa Oosee
yem 0,14 mmob/i1 Ha 27 % cO CHIKEHHEM IMOTPeO-
woctu B 3I1T Ha 41 % [88]. Ilocnenyromee uccuemno-

BaHUE, MTPOBEJCHHOE B TOM JK€ JIEUeOHOM YyUpexae-
HUU CPEH MAI[IEeHTOB B KPUTUYECKOM COCTOSIHUH, HE
noATBepariio dPQPeKTa CTPOrol KOPPEeKIUU TIHKe-
MUU Ha YBEIMYCHHE BEIKUBAEMOCTH U CHIDKEHHE T10-
tpebHocTr B 3IIT, HO MOKA3aI0 CHIKEHUE YaCTOTHI
OIIIT na 34% [107]. ComocraBineHHbIC HUCCIEIOBA-
HUSI TTOKa3aJIi SIBHBIM HE()PONPOTEKTHBHBIN dPQeKT
Oomee cTporoit koppekiuu rukemud [ 108].

Henasuee (2015 1) kpymHoe PKU (4494 GonbHBIX)
HE BBISIBIJIO 3HAYUTEIBHOTO d(PeKTa HHTpaoTIepalu-
OHHOT'O NIPUMEHEHHS JIeKcaMeTa3oHa ¢ 11eNbio Hedpo-
MPOTEKIINH y TMAIMeHTOB OOIIEXUPYPTUUECKOTO U
Kapauoxupyprudeckoro npoduneit. [lpu nmocnemyro-
IIeM aHainu3e ObLJIO TIOKAa3aHO HEKOTOPOE CHUKEHHE
norpednoctu B 3IIT B rpynmne manumentoB ¢ CK®
mernee 15 mu/mun/1,73 m? [109]. Jdpyroe miane6o-
koHTpoupyemoe PKU (7507 manueHToOB) HE BBISIBU-
70 3ddekra MpUMEHEHHS METHINPETHU30JIOHA Ha
cumxkenne Bcrpedaemoctu OIIIl 3 cramum mocie
KapInoxupyprudeckux oneparuii [110].

[IpocniekTHBHBIE PaHIOMH3UPOBAHHBIE IJ1a1e00-
KOHTPOJIUPYEMBbIE  HCCJIEOBAaHUS  PEHOIMPOTEK-
TUBHBIX CBOWCTB JPHUTPOINO3THHA IPOBOAMIUCH
MPEUMYILIECTBEHHO CpPeIu KapAHOXUPYPTHUYECKHUX
nanueraToB [111-115]. B wmeta-ananuze 2016 1.
(5 wuccnemoBanmii, 423 mamMeHTa) HE BBIIBICHO
cumxenust Bctpedaemoctu OINIT Ha hone npumMeHe-
Hus sputponosdtuHa — RR 0,64 (0,35-1,16), onna-
KO OOHapy»eHO 3HAYUTEIbHOE CHUKEHHE YacTOTHI
OIIII cpeny manueHTOB ¢ HU3KUM PUCKOM Pa3BUTHUS
octpoii muchynkumu nouek: RR 0,37 (0,24-0,61;
p=0,0001) [116]. [Toxoxkue pe3ynbTaThl OBLIN MOY-
YeHBI B APYyTOM MeTa-aHaJIHn3e, B KOTOPOM TaKKe OT-
MeueH He(POMPOTEKTHBHBIN d3PPEKT IPUTPONIOITH-
Ha IpHU BBEICHUHU Tiepe]] ob1eit anecte3ueii [117]. B
npyrom PKU (75 kapanoxupypruueckux naieHToB
¢ XbIl) ucnonapzoBaHue 3pUTPONIOITHHA HE TTOBIIHUSA-
JI0O Ha TIOCJIEONEPAMOHHBIN ypOBEHb KpeaTHHHHA,
NGAL u nucraruaa C [118]. Eme ogun Oonbmioi
MeTa-aHam3 (2759 mamueHToB peaHUMAIlMOHHOTO
npoduins) [119] ve BbIIBUI HEPPONPOTEKTUBHOIO
JNEUCTBHUS DPUTPOMOITUHA: BeTpedaemocTs OINIT —
RR 0,72 (0,79-1,19), morpeduocts B 3IIT — RR 0,72
(0,31-1,70), cmepraocte — RR 0,96 (0,78-1,18).
JBa PKU cpenu nmanueHTOB B TOPAKAIbHOU XUPYp-
ruu [120] u cpean ManMeHToOB ¢ caXapHBIM auade-
TOM, TIOJy4YaBIIUX KOHTpacTHBIEe mpemnaparsl [121],
MOJATBEPANIN OTCYTCTBHE MO3UTHBHOTO BIUSHUS
SPUTPONOITHHA HA yacToTy BeTpedaemocTu Ol n
norpebHoctr B 3IIT cpenu manueHToB B KpUTHYE-
CKOM COCTOSIHUH.

Taxum 006pazoM, Ha CETOAHSIIHUI JIeHb HE UMe-
ercsi yOeAWTeNbHBIX JAaHHBIX B MOJB3Y MPOQHIAK-
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TUYECKOTO JCHCTBUS MPEMapaToB SPUTPOMOITHHA U
[TIOKOKOPTHKOCTepon10B B oTHOIIeHnu OIIII.

. He peKoMeHIyeTcs UCIIOJIb30BATh
N-aneTuaIucTenH s MPeAOTBPAIICHUS KOHTPACT-
naayuupoBanHoro OIIIl y mamueHTOB B KpuUTHYe-
CKOM COCTOSTHUH H3-3a MPOTHBOPEUUBBIX TAHHBIX U
BO3MOKHBIX HEOJIArONpHUSTHBIX dPPEKTOB.

YpoBeHb YOeTUTEIHLHOCTH pekoMeHaanuii B

(YpPOBeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB—2).

* He pexomeHntyercst mpuMeHEHNe MTperaparoB ce-
neHa nys npenorspamieHus passutus OIIIl y manu-
€HTOB B KPUTHYECKOM COCTOSTHUH.

YpoBeHb YOeTUTEILHOCTH pekoMeHaanuii B

(YpoBeHb 10CTOBEPHOCTH /I0Ka3aTeabcTB—1).

KoMMmeHTapumu: rojogaHue yCHIMBAaeT pacraj
OCIIKOB M HApyIIAeT MX CHHTE3, B TOM YHCIIC B I0Y-
Kax. B skcriepuMeHTax Ha KUBOTHBIX MTOCTIE DIIH30/a
OCTpOH AUC(HYHKITUU TTOYEK MOBBIIICHHOE TIOTpebIIe-
HUe OelKa MPHUBOIWIO K CHIDKCHUIO TOBPEKICHUS
MTOYCYHBIX KaHAIBIEB [122], a sHTEpabHOS TUTAaHUE
BeJI0 K Oosiee OBICTPOMY BOCCTAHOBJICHHIO TIOYCUHOM
(hyHKIIMY TIO CPAaBHEHHUIO C MapeHTepaibHbIM. C apy-
TOM CTOPOHBI — AMHHOKHCIIOTHI, BBOJUMBIC JIO HUJIH BO
BpEMSI UIIIEMHUH, MOTYT MMOTCHITMPOBATH TIOBPEKACHIC
nouek. Takoit e 3ppekT oTMeueH py BBEICHUH BbI-
COKHX J103 TIyTaMHHA BO BpeMsi (pa3bl MOBPEKICHUS
OIIII [123]. bonee Toro, KOPOTKUE TIEPHOABI CHIKE-
HUS TMHATATEIBHOTO pallioHa TOKa3ajdd TOBBIIICHUE
YCTOWYUBOCTH K HIIEMHH—penepPy3un y TPhI3yHOB
[124]. DTOT «aMHHOKHCIOTHBIA TIApaTOKC» MOXKET
O0OBSICHATHCS TIOBBIIIICHUEM METAOOIMUECKON aKTHB-
HOCTH CHCTEM TPaHCIOPTEPOB, MOTYIIECH yCHINBAThH
HIIEMUYECKOE TIOBPEXKACHIE. BO3MOXKHO TakKe, 9TO
yCHJICHHE ayTO(aruu, HHIyIIMPOBAHHOE CHUKCHUEM
MUTaHMs, CIOCOOCTBYET BOCCTAHOBIICHHUIO KIIETOK.

benkn m aMHHOKHUCIIOTHI YBEIMYUBAIOT CKOPOCTh
KJIyOOYKOBOH (DUIBTpAIlU IMyTeM 3aJeHCTBOBAHUS
«pyHKIIMOHATBHOTO pe3epBa moyex». PKU, nceneno-
BaBIiee dPPEKThl BHYTPUBCHHOIO BBEICHHS aMUHO-
kucyoT B o3¢ 100 r B cyTku cpeau 424 mannueHToB B
KPUTUYECKOM COCTOSTHHH, HE BBISIBUJIO 3HAYUTEIIHHO-
ro adekra Ha npoaoKUTEIbHOCTh TeueHus: OIIIT,
HecMoTpsi Ha yBenmuuenne CK® y nmaHHOHN Tpymnmbl
nanuenToB [125]. bonee Toro, cpean ucciaeyeMbIx
MalUeHTOB MOBhIManack nmorpedbuocts B 3IIT, uro
comacyercs ¢ pesyiabraramu uccienoBanus EPaNIC,
B KOTOPOM paHHEe Ha3Ha4YeHHUe MapeHTePaTLHOTO MH-
TaHUS TOBBIIANO JIUTEIBHOCTH mpoBeaeHus 11T,
HanOoJiee BEPOSATHO 3a CUET TOBBIIICHUS YPOBHS
MoueBHUHBI [126]. COOTBETCTBEHHO CHMKEHHUE Kajo-
PUIHOCTH THUTATENBHOTO palfioHa (OMpeenseMoro
kak menee 60 % OT pacCYMTaHHOTO, TaK HAa3bIBAEMOE
JIOTTYCTUMOE CHUKEHHE IMUTaHUs1) aCCOLMUPOBAIOCH
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¢ Oonee Hu3kuM puckom norpedbnoctu B 3IIT (RR
0,711, 95 % CI1 0,545-0,928) [127].

MmuoxectBo PKU onenuBanu HepponpoTeKTHUB-
HBIH 2 dekt N-aneTunnucTenta y naueHToB Hepe-
AHUMAIMOHHOTO MPOQUIIs, TOTYYaBIIUX PATUOKOH-
TpacTHble npenapatsl [ 128—131]. Pannue uccnenona-
HUS TIPOTUBOPEYHBHI, HO MOCIEIHIE MeTa-aHaJIHU3bl,
oneHuBaomye 3HHEKTUBHOCTh  BHYTPUBEHHOTO
BBeJeHUS N-aleTWINUCTeNHa, HEe IOKa3ajdu CHHU-
skerust gactoTel OINII u morpebrocTr B 3IIT [132].
[Tocnennee kpymHoe uccnenoanue ACT, BKITIOYaB-
mree 2308 marueHToB, MOABEPraBIINXCs KOPOHAPHOU
WK niepuepruaeckon CoCyInCcTol anruorpaduu, He
MIPOJIEMOHCTPUPOBAIIO TIOJIOKHUTEIBHOIO 3P deKTa oT
BBeAeHUs N-anetmimuctenna [133].

PKU, uccnenoBapiiue posib N-alleTUIIMCTENHA B
NPEOTBPAIICHUH TIOYEHHOH TUCHYHKIMHT B YCTIOBHSIX
TIOBBIIIIEHHOTO PUCKa, HAIIpUMep KapANOXUPYpPTUH, 10-
Ka3aJM MpoTuBopeurBble pe3yasTarsl [134—-140]. bo-
Jiee Toro, BHyTPUBEHHOE BBe/ieHHEe N-alleTHIIMCTEHHA
MOKET IMPUBOAUTH K PAa3BUTHIO OCJIOKHEHHH B BHUJIE
ajyieprudecKux peakiuii [141] u cHIKeHUs cepacyHo-
ro BBIOpOCa, a TaKKe BBDKUBAEMOCTH Y TAIMEHTOB C
CEeNTHYECKUM IokoM [ 142, 143].

[To mamnapiM aByx Oonbmmx PKU, BKITIOUaBITHX
249 u 1089 mamueHToOB C CEICUCOM, H00aBICHHE K
Teparny MpernaparoB cejlieHa He CHIDKAJIOo IMOTpeo-
Hocts B 31T [144, 145].

* PexomMeH TyeTcs HCIOIb30BaHUE CTaTUHOB (aTop-
BacTaTWHa WM PO3yBacTaTWHA) JUIS TPeNoTBpallie-
HUS KoHTpacT-uHyrmposannoro OINII y manmenToB
C BBICOKHM DPHCKOM, ITOJIBEPTAIOLINXCS KOPOHAPHOU
KOHTPACTHOM aHTHOTpa(HH.

YpoBeHb yOenUTEILHOCTH pekoMeHaanuii B

(YpPOBEHb 10CTOBEPHOCTH 10KA3aTeJIbCTB—2).

* He pexoMeHyeTcsl HCIOJIb30BaHUE B Tpesorie-
paIMOHHOM TIEPHOJIE CTATUHOB ISl MPOQUIAKTHKH
nocneorneparronHoro OIIII B kapanoxupypruu.

YpoBeHb YOeTUTETLHOCTH PeKOMeHAAUi A

(YpPOBEHb 10CTOBEPHOCTH 10Ka3aTeIbCTB—1).

KomMeHTapHu: aHTUOKCUIAHTHBINA, IPOTHUBO-
BOCTIAJINTENBHBI M aHTUTPpOMOOTHYEeCKUH dPdek-
Thl CTAaTUHOB MOTYT BHOCHUTDH OTIPEICJICHHBIN BKIa
B He(pponpoTekiuio [146].

B tpex PKU mokaszaHo, 4TO CTaTWHBI MOTYT 00-
JIa/1aTh TOJIOKUTEIBHBIM CBOWCTBOM Yy TIAIIUEHTOB C
BbICOKMM puckoM passutus OIIII, moaseprarommx-
cs aHruorpapuu c HCIIONB30BAaHHEM KOHTPACTHBIX
npenapatos [147-149]. B MyTbTHIIEHTPOBOM HCCIIC-
JIOBaHUH, TpoBeAeHHOM B Kutae, 2998 manueHToB
¢ caxapHbIM quaderom 2-ro tuma wid XbII jerkoit
U CpEeIHEH CTEINEHH, NOJBEPIaBIIUXCS KOPOHAPHOMU
wi nepudepudeckoil anrumorpaduu, ObUIM paH-
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JIOMU3HUPOBAaHbl Ha TPYIIBI C S5-AHEBHBIM KypCcoM
rpreMa po3yBactaruna u 6e3 takosoro [150]. Berpe-
4aeMoCTh KOHTpacT-unayuupoBanHoro OIIIl Obuia
3HAYUTEIHHO HIKE B TPYIIE, MPUHUMABIICH PO3y-
Bactatul (2,3 u 3,9% coorBercTBenno, p=0,01). B
OHOIICHTPOBOM HccienoBanuu [151] 504 mamuenta
¢ ocTpbIM KopoHapHbIM cuaapoMoM (OKC), panee He
MIPUHUMABIINX CTATUHBI, KOTOPHIM IUIAHUPOBAINCH
9H/IOBACKYyJISIpHbIE PEHTTeHOKOHTPACTHBIE BMella-
TEIhCTBA, OBUIM pa3felieHbl Ha 2 TPYMIBI, OdHA W3
KOTOPBIX TIPUHUMAJIa BBICOKHE J03bI pO3yBacTaTHHA
C MOMEHTa TOCHHUTAIM3AllMd M TIPOJOJDKajia MpH-
HUMaTh OOBIYHBIE O3Bl CTATHHOB IIOCJE BBINHUCKU
W3 CTallMOHapa, B TO BpPeMs KaK BTOpas Ipyma Io-
Tydaja CTaHAApTHYIO Tepanuio. Y 6,7 % MmaiuenTos,
MOJTy4aBIIMX BBICOKHE JI03bl CTAaTWHOB, Pa3BUIOCH
koHTpacT-unayruposannoe OIIIT (KMU-OIIII), B To
BpeMs Kak B KoHTposbHOM rpynme KH-OIII 6pu10
3apeructpupoBano y 15,1 % namuenTtos. 30-1HeBHas
4acToTa HeONaronpusITHBIX CEPACYHO-COCYAUCTHIX
[TOYEYHBIX SIBJICHUH OblIa TaKXkKe CyIeCTBEHHO HUXKE
B TpyIle, moiy4asiieid posyBactatud (3,6 u 7,9%
cootBeTcTBeHHO, p=0,036). Eme B omuom PKU,
BriatounBiieM 410 mamuentoB ¢ XBII, cHukeHue
yactorel KM-OIIIl orMedeno B rpyrmrme MamueHToB,
MOJTyYUBIINX OJHOKPATHO aTOpBacTaTUH 3a 24 4 10
BBEJICHUS KOHTPACTHOTO Iperapara, Mo CpaBHEHHUIO
¢ KoHTponbHOHU Tpymmo# (4,5 u 17,8%, p=0,005)
[152]. Otu manHBle OBUTH TTOATBEPKIIEHBI HECKOJIb-
KHMH MeTa-aHaJIn3aMH, OOBEeITUHSABIIMMU HCCIIE0-
BaHUs, MPOBEJCHHBIC Y TMAIMEHTOB, MOABEPIIINXCS
KopoHapHo# anruorpaduu [153-155].

[Ba mmamebo-kouTpoaupyembeix PKU, uccreno-
BaBIIMX 3PQPEKT MPUMEHEHHs BBICOKHUX 03 CTATH-
HOB B nepuornepanronsom nepuose (80 u 40 mr mo-
CJIe COOTBETCTBEHHO) IMPH TUIAHOBBIX KApAHOXUPYP-
THYECKUX BMemarenbcTBa [156] u BMemaTeIbcTBax
Ha CepJeUHbIX KiamaHax [157], He mokaszaad IMmojio-
KHUTENBHOTO 3 dekra Ha PyHKIHIO ouek. KpymHoe
miane6o-kouTponupyemoe PKU, Brmrouasmee 1922
MAlUeHTa, TOABEPIIIUXCSA KapAHOXUPYPTrUIeCKOMY
BMEIIATeNIbCTBY, TaKKe BBIIBUIIO TMOBBIIICHHYIO Ya-
ctoty OIIII B rpymnme, moiay4aBiield po3yBacTaTUH B
no3e 20 Mr/cyT B meprornepanuonHom nepuozae [ 158].

* PexomeHnayeTcs y ManueHToB, UMEIOMINX (ax-
topsl pucka OIIIL, u yxe npu pazBusmemcs: OINII
ONTUMH3HUPOBATh (hapMaKOTEepAIUIo 32 CUET HCKITIO-
YEeHUSI/MUHUMU3AIMY TTOTCHIINAIBFHO HEePpPOTOKCHY-
HBIX TIpenapaToB.

YpoBeHb YOeTUTEILHOCTH pekoMeHaanuii B

(YPOBEHb 10CTOBEPHOCTH 10KA3aTeJILCTB—2).

KoMMeHTapum: 1eKkapcTBEHHbIE MEXaHU3MBI pa3-
ButHs OIIII pazHooOpa3Hbl U MOTYT OBITH CBSI3aHBI C

MIPEUMYIIECTBEHHBIM BOBJICYCHHEM Pa3HBIX KOMIIap-
TMEHTOB OpraHa: COCYIOB, KIyOOYKOB, KaHaJbIIEB,
uaTepctunms (cMm. Tabn. 9 B I actn). Baxkueimmm
MexaHuzMoM JiekapctBenHoro OIIIl sBnsercs pas-
BUTHE TOKCUYECKOTO TyOyJIIpHOTO HEKpPO3a, KOTOPBIN
BO3HUKAET B PE3ybTaTe MPSIMOTO MOBPEKICHUS TY-
OyJSIPHOTO SMUTENUs MPU BO3ACUCTBUU 3K30TOKCH-
HOB U KCEHOOMOTHKOB. J[pyrue acmexTsl TOOOYHBIX
3¢ dexToB (hapmakonpenaparos, KacaroIuecs Hapy-
HIeHUH BHYTPUIIOYEUHON reMOJUHAMUKH, UMMYHO-
OTIOCPEIOBAHHOTO BOCHAJIEHUS! MHTEPCTUIIUS U KITY-
6ouxoB, pazButus TMA, TyOyaspHON 0OCTpyKIMH,
pabaomuonnsa, Toke MOryT crarh npuuanHoit OINIT
JIEKQpCTBEHHOM ATHOJIOTUH.

» PexomeHmyeTcs MpU BBHICOKOM PHUCKE Pa3BUTHA
w yxe npu passusmemcs OIIIl Bpemenno orme-
HUTH CPEJICTBA, OJOKHPYIONINE KOMIIOHEHTbI PeHUH-
AQHTUOTEH3MHOBOW cucTeMbl (MHruOuTOopsr AllD,
OJI0KaTOPHI pelenTopoB aHrnoTeH3uHa 1), u nepeiitu
Ha JIEYCHHE C UCIOJIb30BAHUEM JIPYTHX T'PYTIl aHTH-
THIEePTEH3UBHBIX MTPETaparToB.

YpoBeHnb yoenuTeabLHOCTH pexoMenaanuii C

(YpPOBEHb 10CTOBEPHOCTH 10KA3aTeJIbCTB—2).

* PexomeHyeTcs ¢ 1ebI0 KOHTPOJIS THUIIEPBOJIE-
MHUH HCIOJNb30BaTh TeETIeBble AuypeTuxu. llpenro-
YTUTEHFHO TapeHTepaibHOe (BHYTPUBEHHOE) BBEZC-
HUe (pypoceMuia; pu Pe3NCTEHTHOCTH K IEepBOHA-
YaJbHOMU Teparuu ypoCceMHIOM MOKHO PACCMOTPETh
TaKTHKY dCKaJIAI[MK 103bI TIperapara, OHaKo ero Mpu-
MeHeHue B jo3ax Oonee 400 Mr/cyT He OmpaBaaHO.
[Tpu HEAPPEKTUBHOCTH MAKCUMATBHBIX 103 JHYPETH-
KOB M TMIPOT'PECCUPOBAHUH CHMIITOMOB THIIEPBOJIEMUN
HEoOX0MMO perats Bonpoc B otHomeHuu 311T.

YpoBeHb YOenUTEILHOCTH pexoMeHaanuii B

(YpOBEHb 10CTOBEPHOCTH 10KA3aTeJIbCTB—2).

KomMeHTapum: npruMeHeHHE METIEBBIX AUype-
THKOB B PAJIE CTy4aeB MOXKET BbI3bIBAaTh HEOIAronpu-
arable d¢dekThl. Tak, WX HCMOIB30BAHHE MPU TIO-
crpeHanbHOM OIIII 10 BOCCTaHOBIICHUS OTTOKA MOYH
Oyzer crmocoOCTBOBATh PAa3BUTHIO TUApoHedpo3a U
ycyryout Teuenue OIIIL. YuuThiBas MexaHu3M neii-
cTBHUs (DypoceMusia, ero BBEJCHHUE B YCJIOBHSX T'H-
MOBOJIEMHH OyZeT cnocoOCTBOBaTh THITONEP(Y3UH
MOYEK 3a CUET CHM)KEHHUS YyJapHOTo o0beMa JIEBOTO
JKENTyJ0uKa, a TaKKe 3HAUYUTENIbHO YBEJIHYUT PHUCK
TpoMOOAIMOOIMUECKUX OCTIoXHeHUN. He3aBucumo
OT TaToreHeTH4Yeckoro Mexanuszma pazsutus OIIII
HU3KUH quyperrdeckuii agpdekt Gypocemuna Moxer
OBITh BBI3BAH COUETAHHEM Pa3IMYHBIX MEXaHH3MOB,
BKJIIOYAIOIINX B ce0s TUIIOATbOYMHHEMHUIO, HU3KYIO
KaHaJIBIIEBYIO CEKpeIuio U ciaboe aercTBue Ha Na-
K-2Cl-xorpancnoptep B ietiie I'erne. [Tpu OIIIT dy-
pocemun He cHIbKaeT HeooxoaumocTH B 31T (otHO-
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cutenbHbIN puck 1,02, 95% C1 0,9-1,16, p=0,73), a
TaKke BHYTPUTOCTUTAIBHYIO CMEPTHOCTHh (OTHOCH-
TenpHBIHA puck 1,12, 95% C1 0,93-1,34, p=0,23) npu
€ro Ha3HAUCHUH C MPO(YUIAKTUUCCKON HITH JIeueOHON
LIETBI0 MAIIMEHTaM C PUCKOM WM YK€ BO3HHUKIICH
OIIII [159]. IToaTOMy B COOTBETCTBHU C PEKOMEHIa-
musimu KDIGO dypoceMus ciiefyeT UCIONb30BaTh
TOJILKO TIPU HaTW4UM Tunepsojemuu [1]. Pexomen-
JIyeTCsl BHyTPUBEHHOE BBeZicHHE (ypoceMuia B Ha-
YaJIbHOM 7103€¢ 5 MI/4 ¢ TIOCTEIICHHBIM YBEIMYCHUEM
MakcuMaJbHO 10 20 mr/4.

IIpuMenenne MaHHUTOJA B paHHEM IIEPHOAC
OIIII orpaHWYeHO HMCKIIOUUTEIHHO CIydasMH paod-
Jomuonuza [1].

* PexoMmenmyercst aJis JIeYCHUS U HPOPHUIAKTH-
KU TIPEePEHATBHOTO W KOHTPACT-MHIYIIUPOBAHHOTO
OIIII, OIIIT npu padmpomuonuze u OIIII B nepuorne-
palliOHHOM TIEPHOJE MPOBOIUTH KOPPEKITUIO THUIIO-
BOJIeMHUH ¢ ucnonb3oBanueM 0,9 % pactBopa HaTpus
XJIopua.

YpoBeHb YOeTUTEILHOCTH pekoMeHnaanuii B

(YpPOBEHb 10CTOBEPHOCTH 10KA3aTeJIHLCTB—2).

* Pexomenmyercss mpu HEOOXOIUMOCTH BBITION-
HEHUS PEHTTCHOKOHTPACTHBIX HMCCIEAOBAHUN y Tia-
LMEHTOB C Hamu4ueM (aKTOPOB pHCKA WM acCo-
nuupoBaHHbix ¢ OIIIl cocTossHMiA MPOBOIUTE TIPO-
¢unaktuky OIIIl myTeM HCMONH30BaHUS HHU3KO- H
HM300CMOJIIPHBIX KOHTPACTOB, MUHIMH3AIINN 00BheMa
BBOJMIMOTO PEHTTEHOKOHTPACTHOTO areHTa, HH(PY3Hii
M30TOHMYECKUX PACTBOPOB HATPHUS XJIOpUIA JUISI H0-
CTHKCHISI HOPMOBOJIEMHH TIEpe]] IPOIICTYPOH.

YpoBeHb YOeTUTEILHOCTH pekoMeHaanuii B

(YPOBEHb 10CTOBEPHOCTH 10KA3aTeJIbCTB—2).

KommenTapuu: uHQpy3WMOHHAs  Tepanus —
OCHOBHOH  cnoco®  Mpo(UIIaKTUKH  KOHTPACT-
uaaynuposannoro OINIT  (KU-OIII). Wudysus
KPUCTAJUIOUOB TIPH BU3YATH3UPYIOMIUX TIPOIEHY-
pax — Mepa, HallpaBlieHHasl Ha yBeJU4YeHHEe o0bema
pacmpesneneHusi KOHTPAcTHOTO Tperapara, 4To Ipe-
MSITCTBYET MPSMOMY TyOYJOTOKCHUECKOMY dPQeKTy
MIOCJIEZIHETO, a TaKKe CHOCOOCTBYET YIyYIIEHHUIO
BHYTPHUIIOYCYHON TeMOJMHAMHUKHU 32 CUET CHIKCHHUSI
MPOAYKIIUK BA30NPECCHHA W WHTHOWIIMHM aKTUBHO-
CTH PCHHMH-aHTHOTEH3MHOBOH cucTtemsbl [160]. Be-
nenre 0,9% pacrBopa NaCl criocoOcTByeT Takxke
YBEJIMYCHUIO CKOPOCTH TOKA MOYU B KaHAJBIIAX, YTO
YMEHBIIIACT BPEMSI SKCIIO3UIIMHA B HUX KOHTPACTHOTO
BemectBa [161]. Ilpu pabmommonm3e yBEeTUUCHHE
CKOPOCTH 00pa30BaHMsI U TOKA MOYHU MPEIATCTBYET
(hopMHPOBAHUIO MUTMEHTHBIX IMIHHIPOB, CIIOCO0-
CTBYs YCTPAaHCHHMIO BHYTPUKAHAIBIIEBOH O0OCTPYK-
nuu. PekoMenmanuu 0CHOBaHbI Ha JAHHBIX HECKOJb-
kux PKW, mpoBeneHHbIX Ha MHalMEHTaX, HE Haxo-
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JUBIUXCS B KPUTUUIECKOM cocTosiHUU [162-166]. Y
MarueHToB peanuManmonHoro npodurs KH-OIIIT
SBIISIETCSl JMArHO30M HCKJIIOUEHHs, TaK KaK y HHUX
HMMEIOTCSI MHOYKECTBO JAPYTUX (PaKTOPOB, BIUSIOLINX
Ha KonebaHus ypoBHS KpearuHuHa. [loatomy poib
KHM-OIIII moka ocTaercsi HEACHOH, 0COOEHHO celi-
Yyac, Korja TMpPUMEHEHHE THUMO- M HM300CMOJISPHBIX
KOHTPACTHBIX IpernaparoB B MaJlbIX 00beMax CTajo
OOBIYHOM MpakTUKOH. AHanu3 JaHHbBIX Nationwide
Inpatient Sample, BkmounBmmx 5 931 523 rocmnu-
TaJN3UPOBAHHBIX MMALMEHTOB, BHISIBIJ BBICOKYIO ac-
conmanuio KM-OIIIT ¢ Bo3pacToMm, MOIOM U COIMYT-
cryromieit maronorueit (OR 0,93 0,88-0,97) [167].
HecMmotps Ha TO, YTO MOHOLIEHTPOBOE KOTOPTHOE HC-
cienoBanue (747 MaMeHToB B KPUTHUECKOM COCTOA-
HuM) ycranoBmio yactoty KU-OIIII B 16 % cinyuaeB
[168], npyrue cxokre KOTOPTHBIE MCCIEAOBAHUS HE
BBISIBIIIN B3auMocBss3u Mexnay OIIIl u BBegeHumem
PEHTTEHOKOHTPACTHBIX BHYTPUBEHHBIX IpenapaToB
NPY KOMITLIOTEPHOH ToMorpaduu y MaIlMeHToB pea-
HUMaIMoHHOTo npoduist [196—171] u manueHToB oT1-
JICTICHUI HEOTIIOKHOW MEAUITMHCKOM oMoty [163].
OTH BBIBOABI MOATBEP)KIIAIOTCS CHUCTEMaTHYeCKUMU
0030paMu u 6aileCOBCKUMHU MeTa-aHanmuzamu [172].
B OGonpmMHCTBE TOCHEIHUX KOTOPTHBIX HCCIIEI0-
BaHUIl HE BBIIBICHO acCOIMALUU MEX]y BHYTpPH-
BEHHBIMU KOHTPACTHBIMHU IpernaparaMi M 4acTOTON
OIIIT mium 31T, xpome MOATPYMIIBI C YKe UMEIOIIeH-
Csl 10 UCCIIEZIOBAHUS XPOHMUECKON OOJIE3HBIO MTOYEK
(CK®=45 ma/mun/1,73 m?).

Crnenyer TakXke UMETh B BHUJY, YTO CIETYIOIINE
METO/IBI TPOPUIAKTHKH YTPATHIH CBOE 3Ha4YeHue [ 1]:

- TOJILKO TIepOpalibHasl TuAparanus (HeoOXoaumMo
npuoerarh K B/B HHPY3USM KPUCTAILIIONIOB, KaK yKa-
3aHO BBIIIE);

- TPUMCHCHHUE METUJIKCAHTHHOB (TeohUUIHHA),
deHonmonaMa, aCKOpOMHOBON KUCIIOTHI;

- INYPETHKH;

- a(ppepeHTHBIC METOBI (TeMOIUANN3, TEMO(HIIb-
Tpanusi) B IEPUITPOLIEAYPHOM Ieproae (3To HEe 03Ha-
YaeT, YTO He CJIeyeT MPOBOJUTH JWAIN3 MAaIlleHTaM
¢ HannureM nokazanuii mpu OIII1, cBs3aHHBIM C BBe-
JICHHEM PEHTIeHOKOHTPACTHBIX CPE/ICTB).

» PexomeHtyeTcsl TIpU MOJO3PEHUN Ha TOCTpe-
HajgbHOe OIIIl ocymiecTBIATh CPOUHYIO KOHCYIb-
TalMI0 ypoJioTa ¢ pelieHreM BOIpoca O crocobe
YCTpaHEHHs] MOYEBOW OOCTPYKIIMH; BMEIIaTelb-
CTBO, HallpaBJICHHOE Ha BOCCTAHOBJICHHE Maccaxka
MOUYH, JIOJDKHO OBITH BBITTOJIHEHO KaK MOJKHO PaHb-
1Ie, HO He Mmo3aHee 12 4 OT MOMEHTa YCTaHOBIICHHS
JMarHosa.

YpoBenb yoenuteabLHOCTH pexoMmeraanuii C

(YpPOBEHb 10CTOBEPHOCTH 10KA3aTeJIbCTB—2).
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KoMMmeHTapumn: ocoO0EHHOCTBIO PEAKIMH MOYKU
Ha OCTPYIO OOCTPYKIIMIO MOYEBBIBOSIINX ITyTeH SB-
nsieTcst ObICTPOE pa3BUTHE BOCTANCHUsS U puOpoIia-
CTHUYECKHX ITPOIeccoB. B Teuenne HecKoJIbKNUX 4acoB
OCJIe HKCIIEPUMEHTAIEHON OKKITIO3MH MOYETOUHHKA
B TIOpaKEHHOW TOYKE MPOMCXOAAT M3MEHEHUS TH-
JIPOCTAaTUYECKUX CHJI M Pa3BUTHE OKHCIUTEIHHOTO
cTpecca. YBeNMYeHHE JaBJICHHUS MOYM B KaHaJbIax
MHOTOKpPaTHO YBEIMYUBAET JKCIPECCUIO TpaHC-
(dhopmupytoriero ¢dakropa pocta-fl, pa3BHUBaIOTCS
arionTo3 U BOCHAIUTENbHBIE PEAKIMH, OIOCPEO-
BaHHble NF kanma-B. BeicTpo pa3BuBaeTcs HaKoIie-
HUE BHEKJIETOYHOTO MaTpHKca, MPHYEM IOCIEIHEe
00yCJIOBJIEHO YBEIMYEHHEM CHHTe3a KOJUIareHa u
(ubpoHexkTHHa (MPEUMYIIIECTBEHHO AaKTHBHPOBAH-
HbIMU (puOpoOnmacramu i MuopudbpodIacramu) B
COYETaHUU C MOHWKEHHOM Jerpajanuei Marpukca.
B TeueHne HECKONBKUX NOCIEAYIOMIMUX JHEN POCBET
KaHaJbIIEB PACIIUPSETCS C Pa3BUTHUEM TYOYISIpHOU
arpo(uu, MPOrpecCUpYIONIEr0 WHTEPCTUIIMATBHOTO
¢ubpo3a, rubesu HEPHPOHOB ¢ HEOOpPATUMBIMH Ha-
pyurenusiMu GyHKImH mouku [ 173]. B skcniepumentTe
[OKa3aHo, YTO Jlaxke 72-yacoBas MoueBasi 0OCTPYK-
s 00s13aTeNIbHO MPUBOIUT K pe3uyalbHOMY (DyHK-
LMOHATFHOMY Je(eKTy TMOYKH 3a CUeT YaCTHYHOU
norepu HepoHoB [174].

OcHOBHass 3ajada JIEYEHHS IOCTPEHATBHOTO
OIIIT — xakx MOYKHO OBICTpee YCTPaHUTh HapyIIeHHE
OTTOKa MOYH JUISI TOTO, YTOOBI M30€KaTh HEOOpaTH-
MOH Iotepu napeHxumsl nouyek. [Tostomy BbDKMIA-
TENbHYIO TAaKTUKY TP MOUYEBOM OOCTPYKIIMH HEIb35
cuuTarh npuemiieMoil. CBOEBpeMEeHHOE YCTpaHEeHHe
OOCTPYKIIMH SIBISAETCSA OPraHONPOTEKTUBHOM cTpare-
THeif, a KpOMEe TOTO, MO3BOJISIET MPENOTBPATUTh Pa3-
BUTHE CHCTEMHBIX OCIOKHEHUN TUCHYHKIMH TIOYCK.

* Pexomennyercsa neuenue penanpHoro OIIII y
MAIUEHTOB B KPUTHYECKOM COCTOSIHUHM, BO3HUKIIIETO
B pe3yibTare MOpaXeHUs KIyOOYKOB, MHUKPOCOCY-
JIOB TIOYKH U BOCTIAJIEHUS] MHTEPCTULIUSA, TIPOBOAUTD
COBMECTHO ¢ He]poJoraMu Ha OCHOBE TPUHIIUIIOB
J0Ka3aTeIbHONH MEAMIIMHBI M B COOTBETCTBUU C CY-
LIECTBYIOIIMMH TPUHIUIAMHA U KINHUYECKUMH pe-
KOMEHIAIUAMU.

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YPOBEHb 10CTOBEPHOCTH 10KA3aTeJIbCTB—2).

* IIpu mono3penun wiu BeisiBienuu OIIII, cBs-
3aHHOTO C JIEHCTBHEM TOKCHYECKOTO 3K30I€HHOTO
MIPOAYKTa WM KCEHOONOTHKA, HE0OXOANMa KOHCYIIb-
Talus CIEUAINCTa B OOJIACTH TOKCHUKOJIOTHH IS
orpenesieHns crnocoda AeTOKCHKAINY, BKIIIOYast 3KC-
TPaKoOpIOpaIbHbIE METO/IBI.

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpPOBEHb 10CTOBEPHOCTH 10KA3aTeJILCTB—2).

3.2. 3amecTuTeIbHAS OYeYHAS TEPAINUs

e PexoMeHIyeTcs MPU OTCYTCTBUH 3(dekra oT
KOHCEPBATUBHOW Tepanuy U MPOrPEeCCHPOBAHUH JFIC-
¢dbynkmu nodek HaunHath 311T.

YpoBeHb y0eauTeIbHOCTH peKOMeHAaluil A

(YpOBEHb JOCTOBEPHOCTH A0KAa3aTeIbCTB—1).

KomMeHTapum: coBpeMEeHHBIE JKCTPAKOPIIO-
paNbHBIE METOABl 3aMECTHTEIBHON Tepamud Tpu
OIIIT MO)XHO pa3aenuTh Ha WHTCPMUTTUPYIOIMIE U
npoieHHsIe [175].

OCOOCHHOCTBIO WHTEPMHUTTHPYIOMINX METOIOB
3IIT sBnseTcs BBICOKAs CKOPOCTh Tepdy3uu KpoBU
¥ THATH3UPYIONIET0 PacTBOpa M CPaBHHUTEIHHO HE-
OompImas TUTETHHOCTH Hporeayp (mo 6 4). PaszHo-
BHUJHOCTHI0O HHTEPMHUTTUPYIOIIETO METOAA SBIACTCS
JUTATEITbHBIN HU3KOITOTOYHBIH reMoauanm3 (sustained
low-efficiency dialysis — SLED).

OcobeHHoCTRIO TIpoIeHHBIX MeTonoB 3IIT sB-
JSeTCs HU3Kasg CKOpPOCTh mepdy3ud KPOBH W THa-
JTU3HUPYIOIIETO pacTBopa (yoaleHus (uiabTpata) U
OompImas UIUTETLHOCTE Tponenyp (20—24 q). Hau-
Oonee  pacmpoOCTpaHEHHBIMH  Pa3HOBHIHOCTIMU
TIPO/IJICHHBIX METOJIOB SIBJISIFOTCS] TOCTOSTHHBIN BEHO-
BEHO3HBI W apTEpPHOBEHO3HBIN TeMmoauaim3 (con-
tinuous veno-venous/arterio-venous hemodialysis —
CVVHD/CAVHD), nocrossHHas BEHO-BEHO3HAS MJIH
apTepruoBeHO3HAsT reMomuaduiIsTpanys (continuous
veno-venous/arterio-venous hemodiafiltration — CV-
VHDF/CAVHDF).

[TeputoHeanbHbIA AUAIH3 SIBISIETCA UHTPAKOPIIO-
paapHBIM MeTomoM 3I1T.

* Pexomenpayercs y manuentoB ¢ OINIl HaunHath
3IIT ypreHTHO TIPH HATUYHH CICTYIONTUX aOCOIOT-
HBIX [TOKa3aHMI:

- pedpakTepHOH K MEIMKAMEHTO3HOW Teparnu
TUTIEPTHPATAIIHI;

- TUTIEpKaTHEMHUH (>6,5 MMOJIB/M);

-  KIWHUYECKHX TIPOSIBICHUSIX ypPEMHUYECKOU
WHTOKCHKAITIH,

- TsDKEJIOM MeTabommaeckoM arumose (pH<7,1).

YpoBeHb y0eauTeIbHOCTH peKOMeHAaluil A

(YpOBeHb JOCTOBEPHOCTH A0KA3aTeabCTB — 1).

e Dkcrpennoe mposeacaue 3IIT BHE abcomoT-
HBIX TIOKa3aHU# (CM. TPEIBIIYIIYI0 PEKOMEHIAIIHIO)
OTIPaB/IaHO TOJIBKO C LIEIBI0 OBICTPOTO yIAAJICHUS U3
MUPKYISAIAN THATA3HPYEMOTO TOKCHYECKOTO JK30-
TEeHHOTO MPOIYKTa WIH KCEHOOMOTHKA, KOTOPBIE MOT-
nu ctarh npuauaon OIII.

YpoBeHb yoenuTeJsHocTH pekomenaanuii C

(YpOBeHb JOCTOBEPHOCTH A0KA3aTeJIbCTB — 2).

e Jlnst medenns M mpoUITAKTHKH Pa3BUTHS yTPo-
JKaromux sku3Hu ocnoxkHernid OIIIT moxxeT OBITH HC-
TTOJIB30BaH JI000# U3 cymiecTByomuX MeToaoB 3I1T.
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Tabnuua 31 / Table 31

AGCONIOTHbIE U OTHOCUTEJIbHbIE NOKa3aHUS AJ19 HaYana 3aMecTUTeJIbHOM
noYye4yHom Tepanuum npu oCTpPpoM NoBpeXxxaeHun no4yek

Absolute and relative indications for starting renal replacement therapy

for acute kidney injury

[MokasaTenb XapakTepucTtuka ABCONOTHOE/ OTHOCUTESNIbHOE
MoueBuHa >27 MMonb/n OTHOCUTENBHOE
MoueBuHa >35,7 Mmmonb/n AbconioTHoe
MeTtabonuue- 'mnepkannemns >6 MmMonb/n OTHOCUTENBHOE
CKue HapyuweHus | f'unepkanuemus >6 MMOSb/N 1 3NeKTpoKapanorpaduyeckne UsmeHeHus AbconioTHoe
AnsHatpnemms OTHOcUTENbHOE
fvnepmarHesnemusa >4 MMOJb/N C aHypUeEn 1 OTCYTCTBUEM MTyOOKMX CyXOXusb- | ABCONIIOTHOE
HbIX pednekcoB
pH>7,15 OTHOCUTENBHOE
Aunpos pH<7,15 AbcontoTHoe
NakTaTaunaos Ha GoHe npruema meTpopmMnHa AbBconoTHoe
Onurypus/ KDIGO 2 cTagus OTHOocMTENbHOE
aHypwus KDIGO 3 ctagus OTHOCUTENBHOE
YyBCTBUTENbHASA K AMYPETMKAM OTHOCUTENBHOE
fvnepBonemus
HeuvyBCTBUTENbHAS K ANYPETMKAM AbBconoTHoe

YpoBeHb y0eauTeIbHOCTH PeKOMeHIAUi A
(YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB — 1).
* V manmeHToB ¢ MPHU3HAKAMU MPOTPECCUPYIO-
mero OIIIl mpu guHAMUYEeCKOM HAOIIOMCHUU Iie-
necooOpa3no HaunmHath 3IIT mo mosBIeHUs yrpo-
JKAIOMIMX JKU3HU OCIOKHEHWH (THIEpKaTHeMHUH,
BBIPKEHHOTO aI1103a, IEPETPy3KH )KUIKOCTHIO MITH
YPEMHUH ) C TIETbI0 X BTOPUIHON MPOPUITAKTHKH.
YpoBeHb y0eauTe1bHOCTH peKoMeHaanuii B
(YpPOBEHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 2).
KomMmenTapuu: nipu nposeaeanu 3IIT Heobxo-
IUMO YYHUTHIBAaTh PUCKH, CBS3aHHBIE C HATUYAEM
BPEMEHHOTO COCYIHCTOTO JOCTyIa, WHpEeKuueld u
AHTUKOATYJITHTHOU Tepamnueit. Kak mpaBmiio, HEOO-
xomuMmocTh puMenenns 31T Bozamkaet mpu OIIIT
3 cranuu. [Tokazanms ms Havana 31T (c HekoTOpoOit

Tabnuua 32 / Table 32
BewecTBa, yaansembie BO Bpems
remoananusa rnpu oCTpbiX OTPaBJIEHUSAX

Substances removed during hemodialysis
in acute poisoning

A3aTUONpUH, annonypmHoON, aMukaunuH, aMUHODUNINH,
aMMNUUWIINH, aHanbreTuku, aTeHosoN, napaletamon (aue-
TaMUHOMEH), aLeToH, baunTpaumH, 6poMnapl, BAHKOMULMH,
reHTaMuLVMH, AUTOKCUH, U30MPOoNpaHonon, MHrmoutopsl AN,
MHrMébutopbl MAO, noanabl, Kanuin, kamdopa, KaHaMULMH,
KapOEHUUMNNNIVH, KONXULUMH, MNTUIA, MAHHWUTOS, METAHOI, Me-
TUngona, MeTUANPeaHN30/0H, MblLbSK, HEOMULMH, Napasb-
nerna, napaksaT, NeHULMIVHbBI, NPONPaHOooS, canuumMnaThl,
CBMHELL, CMNPTbI, CTPENTOMULNH, CTPUXHVH, CyibdOoHUamMunapl,
TEeoDUNNNH, TETPALMKINH, TOOPaMULMH, XIopanrnapar, XHVH,
xnopuapl, XNOPOKBUH, deHobapbuTtan, dnyopua, donvesas
kncnota, docdarsl, dTopypaumn, uedamannon, LMKIOCEPUH,
3proTaMuH, 3TUIIEHIIMKOSb
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JIOJIE YCIIOBHOCTH W BCJIEJCTBHE OIpaHMYEHHOCTU
JTAHHBIX HCCIIEOBAaHUI) MOXKHO pa3JeNuTh Ha ab-
COJIIOTHBIC M OTHOCUTeNbHBIC (Tabm. 31) [176, 177].
Hauano 3I1T no OTHOCUTENLHBIM MOKA3aHUSIM IIEJIe-
c000pa3Ho 00CyIUTh ¢ HEPPOIOTOM.

O4eBHUIHO, YTO OCHOBHBIMH KJIMHUYECKUMH CH-
TyalusiMd, TpeOYIOIIMMHU PELIeHUs] BOTIPOCa O TPO-
BeneHuu 11T, sBastoTCS Caemyonue:

- BeisiBiieHue OIIIl B cragum yxe pa3BUBIIMXCA
JKU3HEYTPOKAIOIINX OCJIOKHEHHH, KOTOPBIE SBIISIOT-
cs1 aOCOMIOTHBIMHU MOKA3aHUSAMH K CPOYHOMY Hadaiy
3I1IT;

- TIporpeccupyollee CHIKCHNE (QyHKIMU MOYEK,
KOTOpOE YKa3bIBaeT Ha BHICOKYIO BEPOSITHOCTH CKOPO-
T'O Pa3BUTHUS )KU3HEYTPOXKAIOIINX OCJIOKHEHUIH;

- marueHT ¢ yxe BoisiBaeHHbIM OIII1, Haxomsmumii-
¢Sl IOl IMHAMHWYECKUM HAOIIIONEHUEM.

B nocnenHeM ciydae ontuMaibHOE BpEMS Hadalla
3IIT He onpeneneHo, OAHAKO OYEBUTHO, YTO B TAKUX
cinyyvasx 31T HykHO HaunHATh 3apaHee, 0 pa3BUTUSA
kputnueckux ocnoxkuenuit OIIII (abcomoTHBIX 1O-
Ka3aHUi), MPeCTaBIAIONIUX YTPO3y KU3HU.

B nuteparype nMeroTcsi orpaHUYeHHBIE CBeJle-
Hus 0 ToM, yTo Havyaso 3IIT npu ypoBHE MOYEBUHBI
21-27 MMOIB/JT CBA3aHO CO CHUKEHUEM CMEPTHOCTHU
B CPaBHEHUH C YPOBHSMH MOYEBHHBI >37 MMOIIB/NI
[178].

VHTEepMUTTUPYIOIIMI T'€MOAHAIIN3 TAKKE MOXKET
OBITh MCIIONIB30BAaH TPH OCTPBIX OTPaBICHUSX Oap-
OuTypaTamMu, COCIMHEHUSIMH TSKEIbIX METAJIOB U
MBIIIBSAKA, AMXJIOPITAaHOM, METHJIOBBIM CIIUPTOM,
STWJICHIJIMKOJIEM, XUHUHOM M PSIOM JIPYTHX TOKCH-
4ecKuX BemlecTs (Tadm. 32).
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* Pemenue o nauane 31T pexomenayercs npuHu-
MaTh HE TOJIHKO Ha OCHOBAHWH TOKa3aTeseid MOYeBH-
Hbl 1 SCr, HO B OOJbIIeH Mepe Ha OCHOBaHUH OLICHKH
JUHAMMKH JTaOOpaTOPHBIX JaHHBIX U Ha OCHOBAaHHUU
BCECTOPOHHETO aHAJIM3a KIMHWYECKON CUTyalliu B
LEJIOM C y4YeTOM TSDKECTH OpraHHOW Juc(yHKINH,
OCHOBHOTO U COMYTCTBYIOITNX 3a0oneBanwii [179].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpOBeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB — 3)

KoMMmeHTapumu: mpuHUMas pelieHre o Havase
3I1T, HeoOXOMUMO OILICHUTH MOJIb3Y U BO3MOXKHBIC
pHUCKH:

- Tspkects OINIl n MuHAMHKY COCTOSHUS TMOYed-
HOW (YHKIMHU, BBISIBUTH OJIMTOAHYPHIO, HaHMYUE
OCJIO)KHEHH, B MEPBYIO O4YEpEelb, CUMIITOMBI TIEepe-
IPy3KH JKUAKOCTBIO, HAPYIIEHUH 3IIEKTPOIUTHOTO
OasaHca ¥ KHUCIIOTHO-OCHOBHOTO COCTOSIHUSA, OLICHUTh
BEPOATHOCTh BOCCTAHOBIICHHS MOYCYHOU (DYHKIUH,
0COOEHHO y ManueHToB 6e3 onuroanypuu. OUEHNTh
Hanuuue u craauto XbII, Hanuuue nocTpeHanbHOI
OIIII, Tpebyromieit B MepByI0 O4Yepelb BBHIMOTHCHIEC
YPOJIOTUYECKUX BMEIIATEIbCTB;

- IuHaAMUKy 3a0oneBanus, nmpusemmero k OIIIT,
TSDKECTh OpPraHHO#M (BHEMOYE4HOW) JuchyHKInH,
HaJu4ue AbIXxarenbHol HegocTtarouHoctu, UBJI, nu-
HaMUKy PpECIUpPATOPHOTO HHJIEKCA, BBIPAKEHHOCTH
HapylIeHUH CepIeYHO-COCYINCTON CHCTEMBI U KOa-
TYJIALIMOHHOTO CTaTyca, BO3MOXKHOCTh AITUMHUHAIINN
TOKCHYECKUX BEIECTB, KOPPEKIIUU TUTIEPKATAO0IN3-
Ma, CHCTEMHOT'0 BOCTIAJICHUS U TSHKENbIX HapyLIeHUH
TepMoperyisaunu. HeoOXoanMo 4eTKko MpencTaBiiTh
LIeJI Teparvu U, UCXOAs U3 HUX, GOpMHUPOBATh Mpo-
rpaMMy JieueHus, Bbioupast metof u pexxumsbl 311T;

- OLEHUTHh PUCKU U OCIIOKHEHMS TPH TpOBeJie-
uuu 3IIT, cBs3aHHBIE C COCYAMCTHIM JIOCTYIIOM, Ha-
PYLUICHUSIMA T€MOJMHAMHMKH BO BpPEMs MPOIETypHI
(rumoToHusA, HapyIIEHHWs PUTMa Cepila), KareTep-
ACCOIMMPOBAHHOW WH(EKIMEH, MmoTepel ¢ mpore-
Iypoii aMMHOKHUCIIOT, MUKPOAJIEMEHTOB, BUTAMUHOB,
JIEKapCTBEHHBIX MPENaparoB, JIUTEIbHOW MMMOOH-
JU3aiyei, 0COOEHHO TPU MPOIOIIKUTEIBHBIX METO-
JTIKax;

- OILIGHUTh BO3MOXHOCTBH IPOBEICHHUS METOOB
3IIT: Hanuyue crenuagbHOW ammaparypbl, 00Oy4eH-
HOTO TIepCcoHaIa M PaCXOAHBIX MaTepHaoB.

OnHMMH W3 OCHOBHBIX HEpEIIEHHBIX BOIPOCOB
OCTalOTCS CPOKHM W TIOKa3aTelH, Ha KOTOpble Heol-
X0IMMO opueHTHpoBaThes npu Havane 3I1T y marm-
entoB ¢ OIIII. Teopernuyeckn Oonee paHHee Hayauao
3IIT nomKHO MPEemsITCTBOBATh IMPOrPECCHPOBAHUIO
OpraHHbIX HApyLIEHWH, CBS3aHHBIX C IOYEYHOU
muchynkuuu. B wmera-anammze [180] ormeuanock
Jyd4lliee BOCCTAaHOBJIEHHE MOYEYHON (PYHKIMH, CHH-

JKEHHUE JUTUTEeNbHOCTH npedbiBanus B OPUT, cHmke-
Hue 28-maeBHOI nertaabHocTi. B 2015 u 2016 romax
OIyOIMKOBaHBI pe3ynbTarsl Tpex 6onpinx PKU, mo-
cBameHubie cpokaM Hadana 3I1T. B Kanaackom wuc-
CJIeOBAaHUU B TpymIe «pannero Hagamay [181] 31T
HAauWHAIW TIPOBOAUTH B TE€UCHHE 12 4 OT MOMEHTa
BKJITOUEHHUs (AByKpaTHoe yBenmueHue SCr, CHUXKe-
HUE quype3a MeHee 6 MuI/kr 3a 12 4, ypoBenb NGAL
Beime 400 ur/mi.). [ocniuranbHas neTaabHOCTh CO-
craBmwia 33 % B rpymme «paHHero Hadana» u 37 %
— «mo3gHero», p=0,74. YiydiieHne BBDKABAEMOCTH
nipu «panHeM Havase 3I1T» Beiasneno B PKU, npose-
nenHoM B ['epmanuu [182], 90-gHEBHAS JIETaTBHOCTH
onua 39,3 u 54,7 % cooTBeTCTBEHHO. B TpeThem uc-
cienoBanuu [183] rpymma «paHHETO HAYaIa» TOJIXK-
Ha OblIa BKJIIOYATh manueHToB ¢ 3 cragueit OIIII,
a «IO3JHEero» — C YpoBHEM MoOYeBHHBI Bbime 40
MMOJIb/JI, BRIPQKEHHOM T'MIICPTUIpATAIIMCH, OJUI0Y-
pueii 6onee 72 4. Tem He MeHee, B 00euX rpymnmnax oT-
MeuaJHch CXOAHbIe cpenHue nokazarenu SCr —287,3
u 282,8 MKMOJIIB/JI, ONUTOYpHsI WM aHypHs Oblia y
65 1 62 % manMeHToB COOTBETCTBEHHO. JIeTanbHOCTh
B 00eHX rpymmax TakKe JOCTOBEpHO He OTINYalach
u coctaBuia 48,5 u 49%. Merta-ananu3 [184] (9
PKW) mokazan OTCYTCTBHE JOCTOBEPHBIX OTIMYNI
B JICTAJILHOCTH MPHU CpaBHEHUH CpokoB Hadana 31T,
Ho mpu onenke SCr nepen HavanoM 3IIT B rpymme
«paHHero Havajlay CpeAHHE 3HAYeHHUS PazITUYHBIX
PKU cocrasisiu ot 150 no 654 Mmxmouns/in u ot 159
110 920 MKMOJIB/JT B TPYIINE «IIO3HET0 HAa4Yasa, 4To
MOKA3bIBAET OTCYTCTBHE UYETKHUX OOIICTIPU3HAHHBIX
KkputepueB cpokoB Havyana 3I1T, cBs3aHHOTO C TSIXKE-
CTBIO TIOUEUHOH JUC(YHKIINHU, 1 HU3KOE METO0JIOTH-
YeCKOe KaueCTBO MCCIIE0OBAHUS.

3HaueHHs MoKa3aTelNel MoYeyHor GYHKIUHN U Op-
TaHHOW TUCQYHKIIMU, UCTIONL3yeMble B TIOBCEIHEB-
HOM KIMHUYECKON TPAKTHKE JJIST IPUHATHS PEIICHIS
o nadaie 31T, npexcrasiensl B padore E. Clark u
coaBrt. [185]. Cpenu 119 marnmenToB, TpeOOBaBIINX
nposenenue 3IIT, y 54% ObLT cenTHUECKHUil IIOK,
ypoBeHb SCr coctaBui 322 MKMOJIB/JI, OLIEHKA Ts-
JKecTh opranHoW auchyHkuuu no mkane SOFA —
13,4 6amna, pH 7,25, K* 4,6 mmone/n, y 64 % Oblia
nuarHoctupoBana 3 ctaaus OIIIl. Meamana Bpeme-
HU OT MoMmeHTa noctymienust B OPUT u navamna 311T
cocrasisia 1 cyrT.

Ot MoMeHTa MpHUHATHSA pemieHus o Hadane 31T
TpeOyeTcsi HEKOTOpPOE BpeMs JIJIs KaTepu3allui OJHON
W3 IICHTPAJIBHBIX BEH IMAlMCHTa JBYXIIPOCBETHHIM
JTUAJTM3HBIM KaTeTePOM, BBITIOJIHEHUS! PEHTT€HOJIOT H-
YECKOr0 KOHTPOJISI OPraHOB TPYIHOW KJIETKH IOCIe
€ro YCTaHOBKHM, MOJITOTOBKH JUATU3HOW U CIEAsIIei
ammaparyphl k padore. [To maennro sxcrieproB ADQI,
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P MPABWILHOIN OpTraHU3aI paOOThI TO BpEeMs HE
JOJKHO OBITH Oombiie 3 4 [186]. B cmydasx BbITION-
menus nporeayp 31T mo XKU3HEHHBIM MMOKA3aHUSIM
(TumepkamueMus ¢ HapyIICHHEM PHUTMa, OTCK JIeT-
KHX) BpeMs JIOJIKHO OBITh YMEHBIIIEHO.

IIpoTuBOMOKA3aHUS 1JIs1 3AMeCTUTEIbHON Mo-
Ye4yHOoIi Tepanuu:

- IPOIOJDKAIOIIIEECs] KPOBOTCUCHUE;

- ATOHUPYIOIIEE COCTOSIHHEC MMAIIMCHTA.

* Pexomenayercs ucmonb3oBars Metosl 11T, nc-
X0/l U3 KOHKPETHOW KIMHUYECKON CUTYyallMu C BO3-
MOXKHOCTBIO CMEHBI METOJIa T10 MEepe M3MEHEHUS CO-
CTOSIHUS TIAITUCHTA U JUHAMUKU TOYEYHOTO TIOBPEXK-
nenus [179].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 3)

KomMeHTapuu: Tpu MeTa-aHaIn3a HE BBISIBH-
U JOCTOBEPHBIX OTIWYHN IO TOKA3aTEIsIM BBI-
’KHBAEMOCTH, JJINTCIbHOCTH TOCIUTAINU3AIUN TIPH
cpaBuennu [I3IIT u UTM [187-189]. Meta-ananus
D.M. Nash u coasr. [190] mpu ananuze [1311T, UT/]
U TUOPHUIHBIX METOAWK HE BBISBHI JOCTOBEPHBIX
pa3IMuuii B IE€TATLHOCTH U BOCCTAHOBJICHUH TI0YCY-
Hoii ¢ynkimu. HeoOGxomumo ormeruth, 4To B Ko-
KpeitHOBCKOM MeTa-aHanuze [189] mpeumyrnecTBoM
TI3IIT saBistrorcs Gosblliag reMoauHaMuUYecKas CTa-
OMWIBHOCTh, CHIDKCHHE TOTPEOHOCTH B Ba3oImpec-
copuoii mogaepxkke. IIpu mpumenennn II3IIT ot-
MEUaIOTCs TUIaBHAS KOPPEKITUS HApYIICHUN BHYTPHU-
COCYIUCTOr0 00BeMa, coCTaBa KPOBU U TKAHEBBIX
JKUJKOCTEH, MEHbIIICEe BIUSHHC HA BEJIMYUHY BHY-
TPUYEPEITHOTO JaBJICHMS, OOJbIIas MOOHIBHOCTD
anmnaparoB (HET HEOOXOAMMOCTH B CHCTEME BOJO-
oAroToBKM) (Tadi. 33).

Henocrarkamu [I3I1T saBagroTcs BBICOKAs CTOH-
MOCTB TIPOBEJICHUS TIPOLIEAYPHI, OOJIee HU3KUMA KITH-
peHC ypeMHUYeCKHUX TOKCHHOB, IPHUMEHEHHE Ooliee
3HAYUMBIX J]03 CUCTEMHBIX aHTHKOATYJISTHTOB B CpaB-
Heaun ¢ WI'Jl, nourenbHas MMMOOMIIM3ALMS TaId-
entoB. UI'Jl npeanouturesnbHee s ANMMUHALUU
HU3KOMOJICKYIIIPHBIX BEIIECTB B CIIydae KOPPEKIIUU
KPUTUYECKON THIMEPKATNEMUN, OCTPBIX dK30TCHHBIX
orpariieHusix [186]. Tem He MeHee (papMaKOIKOHO-
MHYECKHE HCCICIOBAHUS TOKA3BIBAIOT CyMMapHOE
CHIKCHHC MEIUITMHCKUX ¢ HEMEIUITMHCKUX 3a-
TpaT B JOJATOCPOYHOM TEPHOC MPHU HCTIOIH30BAHUU
MIPOAOJDKUTEIBHBIX METOMUK. OnyOJUKOBaHHBIA B
2015 rogy mera-ananus [191], cpaBHUBarOmU MIpH-
menenne exxenaeBHoro SLED u II3IIT, o6Hapyxun
OTCYTCTBHEC JOCTOBEPHBIX PA3JIHUUN B JICTATHHOCTH
npu a”Haynuse pesyinsraroB 7 PKM n nokasarene Bbl-
)KuBaeMoCTd B 10 0OcepBallMOHHBIX HCCICIOBAHU-
sx. He ObUIO TOCTOBEPHOTO PA3THUNS MEXKITY dTUMHU
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nByms pexumamu 311T B BoccTaHOBICHUM MTOYEYHON
GYHKIMH, YIAICHUH XHIKOCTH, JIUTEIBHOCTH Ha-
XOXKJCHHSI B peaHNMalliH.

Mera-aHanu3, OIIEHUMBAIOUIMN OTJAJIEHHBIE pe-
3yabrathl JedeHus OIIIl mpu cpaBuenun II3IIT u
NTI'JT [192], na ocHoBanuu 23 uccienoBanuii (7 PKN)
BBIABJICHO, YTO Y TALIMEHTOB, osy4yaBux U/ B ka-
gectBe 31T, wame passuBaercs XbII, TpeOyrommas
MIPOBEICHUS MPOrpaMMHOI0 TreMoauanusa. B omy-
onukoBanHoW B 2016 Tonmy paboTe aMepHKaHCKUX
aBTOpoB [193] oTMeueHO mydIliee BOCCTaHOBJICHHE
noveyHoi GpyHkmu Ha 90-i NeHb pH IPUMEHEHUH
II3IIT (66,6 % UT' T u 75,4 % I13I1T, p=0,02) u oTcyT-
CTBHE JTOCTOBEPHBIX OTIMYMN MEXKAY METOJaMH Ha
365-i1 newb (54,1 u 59,6 % coorBercTBenHo p=0,17).
Mera-anammu3 2017 roga Schoenfelder u coaBt. mpu
anHanuze 49 ucciaenoBaHu BBISIBUIN 00Jee BBICOKOE
BOCCTaHOBJICHHUE (QYHKIIMU Mo4YeK Ha 11 % y marueH-
TOB, U3Ha4aiIbHO nonyyasmumx [I3I1T no cpaBHEeHUIO
c U1 [194].

[Ipu BBIOOpE pexkrMa MPOIOIKUTEIBHBIX I'eMO-
GuIpTpanuu WM reMonuaguIbTpalum, TH00 reMo-
JUaJI3a TPOIOJIKUTEIHHOT0 HEOOXOIMMO OTMETUTh
caenytomee. OmyOnukoBanHbld B 2012 T. MmeTa-
aHanu3 [195] He BBIABWII yay4IlIEeHUS BBIKHBAEMO-
CTH TManueHToB, norpedroctu B 3I1T npu cpaBHeHnn
MPOJOJDKUTEIBHOTO TeMOAHaIn3a U TeMo(pUIbTpa-
nuu. He 6bu10 00Hapy:keHO TOCTOBEPHBIX OTIUYUN
MeXAy rpynnamu depes 72 4 ot Hadana [I3IIT mpu
CPaBHEHUHU TSHKECTH OpPTaHHOW MUC(YHKIMHU, Ba3o-
MIPECCOPHOI MOAAEPKKU. | eMopuIbTpaus U reMo-
JuapUIBTPaIUs COMPOBOKIAINCH 00JIee KOPOTKUM
«BPEMEHEM JKU3HU» TeMO(UIBTPa M0 CPABHEHHIO C
MIPOIOJKUTEIHHBIM TEMOJUANIN30M (B CpEIHEM Ha
7,3 1 5,4 4, COOTBETCTBEHHO), Ta)Ke IMPHU HCTIOIH30Ba-
HUU pekuma npeaunionnu. He ObII0 10CTOBEPHBIX
pa3iauuuil MEeXIy TpynmaMH IO KIHUPEHCY HHU3KO-
MOJIEKYJISIPHBIX BEIECTB, B TO K€ BpeMsl IPU TeMo-
(GUIBTpaNnU JOCTOBEPHO BHIIIE KIMPEHC CPETHEMO-
JIEKYJSPHBIX BEIIECTB, TaKUX Kak BaHKoMHIWH (1,8
k/la) — Ha 18 %, B2-muxpornoOymus (11,8 x/la) — Ha
94%, IL-1ra (16-18 x[la) — Ha 77 %.

Taxum obOpazom, eciu OINII He cBa3aHO ¢ cucTeM-
HBIM BOCTIAJICHHEM, METOIOM BeiOOpa peskuma [1311T
MOXET OBITh MPONOJKUTEIBHBIN TeMOJHaln3, B TO
ke Bpems narentam ¢ OINII Ha one cencuca, cen-
TUYECKOTO MIOKa, TSHKEJIOr0 OCTPOTO MaHKpeaTuTa,
OJKOT'OB, TSKEIOW COYETaHHOM TpPAaBMBI, BEPOSTHO,
MOKa3aHO MPUMEHEHNE MPOAOIKUTENFHON reMoia-
GuIBTpanyu UM reMoQUIBTPAIIUH.

YV mamuenToB ¢ 1-2 cragueit OINII mpu Hammanm
OCTpPBIX 3a00JIeBaHMIA W COCTOSHUHN (pabaoMuoms,
reMoJIn3, MaparpoTeHHEMUYecKue reMo0IacTo3sl 1
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Ip.), IPY KOTOPBIX B KPOBU HUPKYIHPYIOT MPOIYK-
Thl 3H/JIOT€HHOTO TPOHCXOKICHHS, KOTOpPhIE MOTYT
CIocOOCTBOBaTh  JaJIbHEHIIEMY IPOTPECCHpPOBa-
auto OIII (MuormoOuH, cBOOOTHBIH TeMOITIOOHH,
MapoNpOTEHHbI, ayTOAHTUTENA U JIp.), TPUMEHSIIOT-
Cs METOIBbl HKCTPAKOPIOPAIbHOM T'eMOKOPPEKIINH,
HalpaBJeHHblE Ha SJIMMUHAIMIO JaHHBIX BEIECTB
(nma3mMaoOMeH, KacKkajHas WU CeJIeKTHBHAs ILIa3-
ModmIbTpanus u ap.). B psaae cioyuaeB npu cemncu-
ce, CENTHYECKOM IIOKe, TSHKEJIOM OCTPOM TaHKpea-
TUTE, OCTPOM PECIUPATOPHOM IUCTPECC-CUHIPOME,
KapUOXUPYPrHUECKUX BMEIIATEeNIbCTBAX, TAKEION
COYETaHHOM TpaBMe, IelaTOpeHaTbHOM CHHAPOME
npumenenue 31T Bo3moxuo Ha 1 craguu OIIII mo
«BHETIOUEYHBIM MOKa3aHUSIM» JUIsI KOPPEKIIHS BOTHO-
ANIEKTPOIUTHOTO OanaHca W KHCIOTHO-OCHOBHOTO
paBHOBECHSI, CHCTEMHOTO BOCIIAJICHNUs, TUIIepKaTado-
JIM3Ma, TSOKEINbIX HapylIeHui Tepmoperyisun [116].

Ipenunaonys WIu MOCTAUIIONHUS

[Iporiecc KOHBEKIIMM C YHAJICHHEM MOJEKYI
ceeimie 500 la BO BpeMs BBIMOJHEHHS TIPOIEAYD
reMouiIbTpanuy (TreMoauauIbTPaIlii) OCYIICCT-
BJISIETCA 3a CYET MPHUMEHEHHUs cOalaHCHPOBAHHOTO
pacTBOpa 3JIEKTPOJIUTOB, KOTOPOE MOXKHO OCYIIECT-
BJIATH 10 (IIPEIIITIONHS) WK TIOCTIe MacCOOOMEHHO-
ro ycrpoiicta (moctammtonus). [lpu npenumronyu
cHmKaercs: dPPEKTUBHOCTh yNAICHUS HH3KOMOJIe-
KYJSIPHBIX BEIIECTB 3a CUET YMEHBIICHWU T'PaTUCH-
Ta KOHLIEHTPALMU B Pe3yJibTare pa3BeleHUs KPOBU
repes; MacCOOOMEHHBIM YCTPOHCTBOM, HO HECKOJIb-
KO YBEJIIMYMBAETCS yNaJeHHE CPEIHEMOJIEKYISPHBIX
BemiecTB [196]. bomee Hu3Kash TeMOKOHIICHTPAIIHS
BHYTPU MaccOOOMEHHOTO YCTPONHCTBA CHUYKAET PUCK
TpoMO00Opa30BaHUs U YUIMHSIET BPEMS €r0 JKU3HHU.
[IpuMenenne MOCTAWIIONNHA O00SCIIEUNBACT JTyUITHI
KIMpeHce KpeatnHnHa/MoueBuHbI ipu ['® (T1D), Tak
KaK B 3TOM CiIy4ae KJIMPEHC paBeH CKOPOCTH yraje-
Hus 3dduroenta [197]. CoBpeMeHHbBIE anaparsl Jis
«I3IIT u sKcTpakopmopanbHOl TEMOKOPPEKLINNY B
pexume I'® (I1P) MOryT BHINOIHATH Mpe- U MOCT-
JUTIOLIMIO OJTHOBPEMEHHO. BBIOOP MPOIEHTHOTO CO-
OTHOILIEHUS TIpe- ¥ MOCTAWIIIONUH MOI0NPAETCs UH-
JTUBUAYAIbHO, YIUTHIBAS PUCK Pa3BUTH KPOBOTEUe-
HUS, KOT/Ia TIPEANOUTUTENbHEN HCIOIb30BaTh METO
MIPEIUITIONHH.

* Pexomenpmyercst McCHoibp3oBaTh OWMKapOOHAT B
KadyecTBe Oydepa B Auanm3are U MPUMEHSITh OUKap-
6onarnble 3amerarontue pactsopsl A [I3IT y ma-
uueHToB ¢ OIIl, UpKyaSTOPHBIM IIOKOM, a TaKXke
y marueaToB ¢ OIIIl u medyeHouHO# HEemoCTaTOYHO-
CTBIO M/WJIH JTaKTaT-aruao3om [198].

YpoBeHb YOeTUTEIHLHOCTH pekoMeHaanuii B

(YpPOBEeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB — 2).
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KommenTapum: npu II3I1T neobxonumo o0s3a-
TEJIbHOE MHCIIONb30BaHME COAJaHCHUPOBAHHBIX IJIEK-
TPOJHUTHBIX PACTBOPOB IJIsI TOTO, YTOOBI OJHOCTHIO
WIM 9aCTUYHO KOMIIEHCHPOBATh 00BEM yIaJIEHHOTO
¢unprpara. B Hacrosiiee Bpems st [13I1T oObuHO
WCTIOJB3YIOT JBYXKOMIIOHEHTHbIE OuKapOOHATHBIE
pacTBOPHI ISl 3aMeIeHHS YAaIsieMOoro QUiIbTpaTa u
B KauecTBe aAuanu3ara. B 2015 roqy omyOiauKkoBaHbI
KoxpeitnoBckuit 0030p u mera-ananus [198], cpas-
HUBAIOIINE MPUMEHEHHE JIAKTaTHOTO U OUKapOoHaT-
HOro Oydepa Mpu KCIOJIb30BaHUKM FeMO(UIBTPALIUN
i remoanaduiasTpanuy y nanuentos ¢ OIIIL. Tpu
CPaBHEHHUU I'PYTII He ObUIO BBISBICHO PAa3U4Ui B JIe-
TaJbHOCTH, ypOBHE OuMkapOoHara, pH, kpearnnuHa,
3JIEKTPOJIUTOB B Tu1a3Me KposHu. [Ipu ncnonpzoBanun
OukapOoHaTHOro Oydepa oTMEYasics BbIIIC YPOBEHb
CpEIHero apTepruaIbHOTO JaBIEHUS, PeKe — SITU30bI
THITOTOHUH.

IIpu npoBeeHNUU PErMOHAPHON HUTPATHOM aHTH-
koarynauuu y psaa annapatoB i [I311T ncnons3y-
eTcst Oe3KaIbIUEBHIN 3aMEIAONIHI PACTBOP.

e [Ipu mpoBeneHUN WHTEPMUTTHPYIOLIETO T'eMO-
Jan3a ClielyeT CTPEMUThCsl K jJocTmkenuto Kt/V
3a oAHy mpoueaypy >1,2 unu >3,9 3a Hexemno; eciu
MO0 TE€M WM WHBIM TMPHUYMHAM JIOCTHKEHHE TaKOn
JIO3Bl TAJIN3a HEBO3MOXHO, TO CJIEAYeT yBEITUYHUThH
YacTOTY WJIM BPEMsl BBITTOIHEHUS TIPOLIEAYD.

YpoBeHb y0enuTeILHOCTH pexoMeHaanuii B

(YpPOBEHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 2).

e [IpojuieHHBIe TPOLEAYPHI CIIEAYET paccMaTpu-
BaThb Kak IPENNOYTHTEIbHbIE B CPaBHEHUHM C HH-
TEPMUTTUPYIOIIMMH METOaMU B CIIy4asx HecTa-
OMJIbHOM TEeMOJMHAMUKH, OCTPOTO LEepeOpasbHOro
MOBPEXK/ICHHUS, JIEKOMIIEHCUPOBAHHBIX HapyIICHUN
oOMeHa BeIIecTB, BEIPAKEHHOTO TUIIEpKaTabonmn3ma,
OIIIl npu ¢ynbMUHAHTHONH TEYEHOYHON HEIoCTa-
TOYHOCTH M TPOTPECCUPYIOICH MOJMOPTaHHONW He-
JIOCTaTOYHOCTH.

YpoBeHb yoenuTeabLHOCTH pexoMmenaanuii C

(YpPOBEHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 2).

KommenTapumn: naunbosee pacnpocTpaHeHHBI-
MU ¥ 3apEKOMEH/IOBaBIIMMHU ceOs B KIMHUYECKON
MIPaKTUKE METOJaMH SBJSIOTCS HWHTEPMHUTTHPYIO-
U TeMonuanu3 U npojyieHHsle mpouenypsl 3I1T.
CymecTByronue JaHHble He TO03BOJISAIOT CUUTATh,
YTO Kakasg-TM00 M3 3THX MPOLEAYp UMEET MpeumMy-
IIECTBO B TEPMHMHAX CHUKCHHUS JIETAJIHbHOCTH M CKO-
POCTH BOCCTAaHOBJICHUS (DYHKIIUHM TIOYEK. Takke HeT
yOeMUTENbHBIX IAHHBIX O TOM, YTO MHTEHCH(DUKAIHS
remopuanm3a (yBenumuenne KT/V omuHOuHOW mIpo-
Helypsl WM YacTOThI MPOIEAYp) WM HHTCHCU(U-
Kalusi IpOJOJDKUTEIBHONW Tipoueaypsl (>20-25 wur/
KI/4) TPHUBOIAT K YIYUYIICHUIO KIMHUYECKHX WC-
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xomoB OIIII, BkiTrouast BEDKMBAEMOCTh (32 HCKITIOUE-
HueM cericuca). CpaBHEHHE PE3yIbTaTOB IMPUMEHE-
HUUS TPOJJICHHBIX U WHTEPMHUTTUPYIOIINX METO0B
y marentoB ¢ OIIII nmpousBoanIoch HEOIHOKPATHO
[199]. B 2007 r. omyOnuKoBaHbI pe3yabTaThl MeTa-
ananu3a 15 PKU, BKIIOYMBIINX B OOIIEH CIIOXKHOCTH
1550 GonbHBIX, B COOTBETCTBUH C KOTOPBIMU HE BBI-
SIBJICHO JIOCTOBEPHBIX Pa3Iuyuil MEXly POJJIEHHOMN
U HMHTEPMUTTUPYIOUIEH METOAMKONM B OTHOLUEHUU
BHYTPHUOOJIBHIUYHOH JIETATLHOCTH U CPOKOB BOCCTa-
HOBJIeHUsT (GyHKIMK Todek [193]. JlaHHBIH BBIBOI
MIOATBEPKACH €Ie HECKOIbKUMU METa-aHaIM3aMu
[200-202]. MeTa-ananmu3 23 uccieqoBaHui (U3 HUX
7 PKW) mepBoHauaIbHO MO3BOJIMI CETATh BHIBOM O
TOM, YTO Yy MAIMEHTOB, MOJIYYaBIINX JCUCHUE HHTEP-
MUTTUPYIOIUMHA METOIUKAMH, 3aBUCUMOCTD OT JTHa-
JIM3a COXPAHSAETCs JOJIbIIE, OJHAKO MOCJE TOTO Kak
aHaym3 Obu1 orpannyeH Tonbko PKU, pasznuune oka-
3aJI0Ch CTaTUCTUYECKU HETOCTOBEPHBIM [196].

* PeXHMBI W TEXHHMKA BBIMOTHCHHS OTACIHHOMN
nporexypsl win cepun mpouenyp 31T momkHbI OBITH
WHIWBUTYaIN3UPOBAHBI U HAMPABJICHBI HA 0OecIieue-
HHUE HEOOXOTUMOTO KOHTPOJSI U JMKBHUIAIINN BEMY-
mux ociioxkaenuit OITIT.

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpPOBEeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB — 2).

e Jlnanu3aTopsl NOJKHBI OBITH C OMOCOBMECTH-
MOH CHHTCTHYECKOH MEMOpaHOH, aJeKBaTHOW ILIO-
maau, U C YAOBICTBOPUTCILHBIMU KIUPEHCOBLIMU
XapaKTepUCTUKAMU; TIOBTOPHOE UCIIOIH30BAHUE THA-
JIN3aTOPOB HE JIOMYCKAeTCs.

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpPOBEeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB — 2).

e JIns TIpoBEACHUSI MHTEPMUTTUPYIONINX IIPOIIC-
nyp 3T auanu3upyronuii pacTBOp ClIeayeT ToTo-
BUTH U3 HAbOpa CyXUX COJICH WM KUIKOTO KOHIICH-
Tpara (aOpUIHOIr0 M3TOTOBJICHUS M KOHTPOJIUPOBATh
Ha Cofiep KaHNe TTUPOTEHOB.

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpPOBEeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB — 2).

* ONTUMAaIBHBIM CIIOCOOOM SIBJISICTCSI MCIIONIB30-
BaHUE OMKapOOHATHOTO KapTpUIKa sl IPUTOTOBIIC-
HHUA pacTBopa «B» B pexuMe OH-JIaliH B COYCTAaHUU
C JKUJIKUM KOHIIEHTPATOM «A» (HaObprHuHOro N3roToB-
JICHUSL.

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpPOBEeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB — 2).

KomMeHTapuu: B OONBIIMHCTBE CIIy4acB MpH
OCTpOM MUC(HYHKIMU TOYEK TpeOyeTcsl 3KCTPEHHO
VIATUTh M30BITOK JKUIKOCTH W HEKOTOPBIX HOHOB.
Hns 510l 1enu JocTaTovyHO MPOBEICHUS CTaHAAPT-
HOTO MHTCPMUTTUPYIOIIETO €KETHEBHOTO TeMOINa-
mu3a. llenecooOpa3HOCTh NMPUMEHEHUS WHTCPMUT-

TUPYIOIIETO TeMOAMAIN3a ONpEeAesAeTCs TaK XK€ U
SKOHOMHYECKUMU (akTopamu [203-205].

[lepByto mpoueaypy UHTEPMUTTHPYIOIIETO reMO-
JUan3a peKOMEHIyeTcsl MpoBoAUTh He noiee 1,0—
1,5 4, ecimu cocrostHue OONBHOTO He TpeOyeT WHOTO.
B nmanpHelimeM JJIMTENbHOCTD €KeIHEBHBIX CEAHCOB
reMo/iiann3a MOCTENeHHO (o] KOHTPOJEM COCTOA-
HUSI TIAIIMEHTA U KOHIEHTPAIUU a30TUCTBIX MeTabo-
JIUTOB U JIEKTPOJIUTOB) yBennuuBaroT 10 3,0-4,0 4, a
Benuuny KT/V nooasr 1o >1,2.

CKOpOCTh IMOTOKa JUan3aTa peKOMEHAyeTcs He
Hwke 500 MII/MUH, TemIieparypa JAHaTU3UPYIOIIe-
ro pactBopa 36-37° C. CHuKeHuE TeMIlepaTypsbl
JTUAIM3UPYIOLIETO pacTBOpa JOMYCTHUMO C IIEJbI0
NPEIOTBPAILICHHST PAa3BUTHSI WHTPAJAUATAZHONW THIIO-
TeH3un. CKOpocTh KPOBOTOKA TpH JOCTYIIE 4Yepe3
LIEHTPAJIbHBIA BEHO3HBIN KaTeTep B CPEIHEM JIOIKHA
coctaBiATh 250-300 Mi1/MHUH U TIOAOUpPAETCS WHIM-
BHJyaJbHO B COOTBETCTBUU C COCTOSHHEM T'e€MOJU-
HaMUKH 00JibHOTO. IIpM KOHIIEHTpAIUd MOYCBUHBI
B CBIBOPOTKE KpoBH Oojiee 40 MMOJIB/T pPEKOMEH]TY-
ercs BO wu30exaHHWE IUCIKBIINOPUYM-CHHApPOMA
JUTUTEIBHOCTh TPOLENYypbl M CKOPOCTh KPOBOTOKA
YMEHBIIUTH TaKUM 00pa3oM, 4yToOs! momyunts URR
(urea reduction ratio — CTEIEeHb CHUKCHUS KOHIICH-
TpaIuu MO4eBUHBI) 0KoJ10 40 %.

Henocratounast 3((eKTHBHOCTD TUain3a MOXET
OBITH CBsI3aHA C PELUPKYIALMEH KPOBU B KareTepe
(qame mpu 6eapenHom goctyie). ComyTcTBYOIIas
uH(Y3HMOHHAS Teparusi CHHYKAeT YPOBEHb MOYCBUHBI
3a CyUeT pa3BelEHUs KPOBU U TAKKE MOXKET YMEHb-
marh A3PPEKTUBHOCTD Auanu3a. [Ipu HemocTarouHON
9 PEKTUBHOCTH JHANIH3a BCIEACTBUE JIIOOBIX MpPU-
YHH PEKOMEHAYETCsI IPOBOJUTD /IBa KOPOTKUX CEaH-
ca MHTEPMUTTHPYIOIIETO TUaIM3a B TEUEHUE CYTOK
00 TepexXoAnuTh Ha MOCTOSHHbBIE (IIPOIOSIKHUTEIb-
HBI€) WM MPOJIEHHBIE (THOPUIAHBIE) TPOLIEAYPHI.

Texuudyeckoe obecrmeueHUE TeMOIUATH3HOM MPo-
HEeAYPBI TPEOYET CTPOTrOro COOMIONEHUS NMEIOIIIUXCS
HOpMaTuBOB, BKItodas 'OCT P® na Bomy 11 reMo-
nuanuza. Cieayer MOMHHMTH, YTO KauyecTBO COJIei,
UCTIONIb3YEeMBIX JUIsSI TPUTOTOBJICHUSI KOHIICHTPUPO-
BaHHBIX JTHATM3UPYIOIINX PACTBOPOB, BBIIIE CYIIE-
cTBytoImux B PD TpeboBanuii Gpapmakorien, B CBSI3H
¢ 4eM HeoOXOUMO TIPUMEHSITh HAOOPHI CyXUX COJICH
WIN JKUJKHUE JHaJu3HbIe KOHIEHTPAThl (GabpuyHOro
W3TOTOBJICHHUS.

3ameniaroime pacTBOPbl MPH I'eMoauapuiIbTpa-
UM JIOJDKHBI OBITh alMPOreHHbI. MOTYT HCIONB30-
BaTbCsl KaK TOTOBBIE PAacTBOPHI B (aOpuyHO# yra-
KOBKE, TaK W PaCTBOPHI, IPUTOTOBICHHEBIC B PEKUME
oH-NaiiH. B mocnenneM cirydae 0co00 BBEICOKHUE Tpe-
OOBaHUS MPENBABISAIOTCS K KaueCTBY BOBI, COJEH U
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JTUAIM3HOMY OOOpY/IOBaHHIO B COOTBETCTBUU C TEX-
HHUYECKOH IOKyMEHTAIUEN IPOU3BOAUTEIIS.

[Ipoanennsie mpoueaypsl MO3BOJSIOT HECKOIBKO
oonee 3(p(HeKTUBHO yHaIsATh BEIIECTBA, MOJICKYJISP-
Hoit Maccoit 6omee 10 k/la, onu Gonee GpuznOIOTHY-
HBI B OTHOILICHUH KOPPEKLUU HapyIIeHU roMeocTa-
3a M BOJIEMHUYECKOTo cTaryca, Haubosiee Ge301acHb
IIpH HECTaOMIIbHOM reMOANHAMUKE, OTHAKO TPeOyIoT
OOJBIIUX 703 aHTUKOATYJISTHTOB, MTOCTOSTHHOTO KOH-
TPOJIst CO CTOPOHBI MeIIepcoHaa, UMeIoT Ooee BbI-
COKYIO CTOUMOCTH TIporieaypsi [206].

[Ipu mposuieHHBIX Tpoleaypax pPeKOMEHIyeMas
ckopocTh mnepdys3um cybcrtutyara cocraBiser 20—
25 MI/Kr/4; TIpU 3TOM CJIEAYET YYHTHIBaTh, YTO Ha
MIPaKTHKE peasibHasi CKOPOCTh OKa3bIBAETCs, KaK IMpa-
BHJIO, MEHbIIIe Ha3HaueHHOW Ha 2025 %.

EcTb nannbie Ha HEOONBIINX IPYNIAX CPaBHEHUS
0 TOM, YTO TIPH OJAMHAKOBOW A(PPEKTUBHOCTH apTe-
PHOBEHO3HOW M BEHOBEHO3HOW reMoanaduIsTpauu
MOCIIETHSSI TIPY OJTMHAKOBOH 3 ekTHBHOCTH UMena
MEHBIIIEe YHUCIIO0 OCIONKHEHUH COCYAMCTOrO JOCTYIIa
[207].

ITepurtoneansusrit nuanus (I1/1) He ycTtymaer apy-
rum metonaMm 3IIT mo mokazarensM pucka CMEpPTHO-
CTH, NHPEKIIMOHHBIX OCJIOKHEHUH, BOCCTAHOBIICHHS
(YHKIUH MTOYEK M KOPPEKIMH aIi103a, OJHAKO (-
(extuBHOCTH [1]] B OTHOIIEHUH yIaIEHUS KUKOCTH
u BenmuuHbl HenenbHoro Kt/V Humxke [208]. [Ipume-
nenune [1]] He mMoka3aHo B ciaydae METaOOIHMYECKOTO
aluI03a ¢ BHICOKMM aHHOHHBIM HMHTEPBAJIOM. JTOT
BUJI allMJ103a Pa3BUBAETCs BCIIEACTBHE TIOBBIIIEHUS B
KpPOBOTOKE KOJIMYECTBAa OpPraHu4YecKux (MeTadbonnye-
CKHX) KUCJIOT: MOJIOYHOM KHUCIIOTHI (TUTIOKCHS, IIOK,
CeICHC, OTPaBIIEHUE OKUCHIO yIIeposia, MeYeHouHas
HEJ0CTAaTOYHOCTh), MOYEBOW KHCIIOTHI, KETOHOBBIX
Ten (aleTOyKCYCHOM, P-OKCUMACISHOW KHCIIOT, alle-
TOHA TP IUA0ETUYECKOM M aJIKOTOJIHHOM KEeTOAallH-
J103€, KeTOoaI|103€ TIpY TOJI0JaHUHN ), HEKOTOPBIX TIpe-
[apaToB ¥ TOKCMHOB (aJIpeHaJINH, CaJIULMIaThI, MeTa-
HOJI, TOJTYOJ, STHJICHIJINKOJIb, TTapaajibIerul, epeio-
3UpOBKa HUTPOIIPYyCCUIA HATPHUsl), aHHOHOB OpraHH-
YecKuX KHcIoT (PochopHOH, TUMOHHON,YKCYCHOM)
IpH ypeMuu. B 3Tux ciyyasx mokasaHo IpuMeHEHHE
reMo/IMaan3a.

IT/1, ocobeHHO B peKUME aBTOMATU3HPOBAHHOTO
I1/1, sBnsieTcs anbTepHAaTUBON MPOJJIEHHBIM METOIU-
kam 3IIT y manmueHToB ¢ HECTaOMIHHONW TeMOIUHA-
muKkoi [209].

* [Ipu OIIII, o0ycmoBICHHOM HUIUHAPOBON He-
(pormatuell mMpM MHOXKECTBEHHOH MHEIOME, pPeKo-
Menayetcs npoBoauth 31T ¢ mpumeHeHneM BBICO-
korpoHunaemMbix MemoOpan (highcut-off membrane)
i MetonioM SUPRA-HFR (haemodiafiltration with
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ultrafiltrate regeneration by adsorptionon resin), 4to
MO3BOJISIET YAAJIUTh CBOOOAHBIE JIETKHE LENH U3 Op-
raHW3Ma U CHU3UTh TOKCUYECKOe JIeHCTBHUE Mapanpo-
TEWHa Ha TKaHHU ¥ OPTaHbI, CIIOCOOCTBYS MOBBIIICHUIO
3G PEKTUBHOCTH XUMHOTEPATIEBTUIESCKOTO JICUCHHS.

YpoBeHnb yoenuTeabLHOCTH pexoMeraanuii C

(YpPOBEHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 2).

KomMeHnTapum: mpoBeneHsl Ba KPYMHBIX paH-
JIOMU3UPOBAHHBIX MCCIEIOBAHUSA, TTOCBAIICHHBIX
orieHKe AP PEKTUBHOCTH IPUMEHEHUSI BEICOKOTIPOHU-
[[aeMbIX MeMOpaH B OTHOIICHUU YJAJEeHUs CBOOOJ-
HBIX JIETKUX LIeTed M MOYEYHOTO MPOTHO3a MPH IH-
JUHIPOBOI HePpomaTuu, MPOJEeMOHCTPHUPOBABLINX
MPOTHUBOPEYUBBIE PE3yIbTaThl. B MyJIbTHIIEHTPOBOM
uccienoBanuu EuLITE [210] B kauecTBe nmepBUUHOM
KOHEYHOM TOYKH OLIEHUBAJIN JOCTHKEHHE HE3aBUCH-
MOCTH OT JUain3a Mo uctedeHun Tpex mecsies 31T
(high cut-off remonnann3 MPOTUB BBICOKOTIOTOYHO-
ro reMoJuain3a) B KOMOWHAIIUKA ¢ XUMUOTEpaIuei.
3HAYMMBIX OTJIMYMIA JJIS 3TOW MEepBUYHON KOHEUHOU
TOYKH TOJIy4€HO He ObLI0, KaK ¥ BO BTOPOM HCCIIeN0-
Baauu MYRE [211]. Ognako uccnenoBanne MYRE
nokasajo npeuMyiectBo high cut-off Mmetoanku npu
aHaJlM3€e BTOPUYHBIX KOHEYHBIX TOYEK: HE3aBHCH-
mocTb oT 31T ciycrs 6 u 12 mec. Kpome Toro, Obuia
POJEeMOHCTPUPOBaHa dPPEKTUBHOCTH TEMOINAIN32
C TMPUMEHEHHEM BBICOKOIPOHHIIAEMBIX MeMOpaH B
JIOCTIDKEHUH TeMaTOJIOTHYECKOro OTBEeTa CIycTs 6
u 12 mec. B orHomeHnn 3phekTHBHOCTH METOIMKH
SUPRA-HFR KpymHBIX paHIOMHU3UPOBAHHBIX HC-
cJIeOBAaHMII Ha HACTOSIIWN MOMEHT HeT. Bricokas
a¢pexTuBHOCTH 3TOr0 Metona B neuenun OIIII, ac-
COLMUPOBAHHOM C MHO>KECTBEHHOU MHUEJIOMOM, B CO-
YeTaHWU ¢ XUMHUOTepanuei mokazana B cepun oocep-
BaIlMOHHBIX HcclieqoBannii [212-214].

* [Ipu OoTCyTCTBHHM BO3MOXKHOCTH NPHUMEHEHHUS
Boicokorponunaembix (high cut-off) memOpan u
Metoga SUPRA-HFR 6onbuabiM ¢ OIIII, o6ycioB-
JIEHHOM IMJIMHJAPOBOW HedpomaTheil mpu MHOXe-
CTBEHHOH MUeJNOMe, TOKa3aHo MPOBEeACHHE MIa3Ma-
obmeHa.

YpoBeHb yoenuTeabLHOCTH pexoMeraanuii C

(YpPOBEHb 10CTOBEPHOCTH 10Ka3aTeJbCTB — 3).

* [InazmaoOMeH mokazaH B TeX Clydasx, Korjaa
pazsutue OIIII cBs3aHO ¢ HMMPKYIAIMENH B KPOBOTO-
K€ BBICOKOMOJIEKYIISIPHBIX BEIIECTB MM OEIKOBOCBSA-
3aHHBIX TOKCHHOB.

YpoBeHb yOenUTEeILHOCTH pekoMeHaanuii B

(YpPOBEHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 2).

KommenTapum: BoccTaHOBIEHHE (QYHKIMU II0-
yek y 6ompHbIX ¢ OIII, 00ycnoBIeHHOM MUIUHIPO-
BOHl HedpomaTuel mpu MHOKECTBEHHOW MHEIIOMe,
HaNpsIMyI0 3aBHCUT OT d((PEKTHBHOCTH CHUKCHHUS
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CONIepKaHus JIETKUX Ienei B kposu [215]. ITna3ma-
oOMeH sBIseTCS OOIIECTIPU3HAHHBIM METOJOM ya-
JICHUSI BHICOKOMOJICKYJISIPHBIX BEIIECTB U3 LIUPKYIIS-
umu. HecMoTpst Ha MPOTHBOPEUMBOCTD PE3yJIbTaTOB
MpUMEHeHus1 TuazmMaoOMeHa y OonpHbIXx ¢ OIIIL,
00yCIIOBIICHHOM MHO)KECTBCHHON MHUEIIOMOH, HEIaB-
Hee HCCIel0oBaHue MOoKa3aslo, YTO COYeTaHue Tepa-
My 60pTe30MUOOM U TIIa3MaoOMEHOM TPUBOIHUT K
ObICTpeilIeMy BOCCTAHOBJICHUIO (DYHKIIUH TIOYEK H
yAy4IllaeT BEDKUBAEMOCTh y 3TOW I'PyMITbI OOIBHBIX
IIpH YCIIOBUHM TIPOBEAEHUS Tpex W Ooyiee CeaHCOB
wiasmadepesa [216].

IIpoBenenue mrazmaoOMeHa 1menecooOpa3Ho Tak-
ke y nmauueHToB ¢ 1-2 craaueit OIIII npu pa3sutun
TaKUX COCTOSIHHMMH, MPH KOTOPBIX B KPOBH IHPKYJIH-
PYIOT MPOJYKTHI SHIOTEHHOTO MPOUCXOXKACHUS, KO-
TOpBIE MOTYT CIIOCOOCTBOBAThH JajbHEHIIEMY TMpO-
rpeccupoanuio OIIIT u koTopele He yaanstoTes ¢-
dhextuBHO MeTomamu 31T (MuormobuH, TeMOrI00uH,
MIPOTEONUTHYCCKHE (EPMEHTBI, SHIOTOKCHH, Iapa-
MIPOTEHHBI, ayTOAHTHUTENA, OENOK-CBA3aHHBIE TOKCH-
HBI U Jp.). K TakuM COCTOSHHUSIM OTHOCAT CEICHC,
pabIOMHUOIN3, TEMOJIUTUKO-YPEMUUECKUIA CHHIPOM,
MeYeHOUHY0 HeaocTtarouHocTh, HELLP-cunapowm,
OCTpBI MAaHKPEaTUT, NaparpoTeHHEMUYECKHUEe TeMO-
071acTO3bI, BACKYJIHUTHI U JP.).

* YV 6ombubix ¢ OIIII, TpeOyromeil npoBeneHus
3T, neobxomum nuddepeHMpoBaHHbI UHIUBU-
yaJU3UpOBaHHBIN MOIX0 K MPOBEICHUIO aHTHKOA-
TYJISIHTHOW TEpaIruH.

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpPOBeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB — 2).

* V 6ompubIX ¢ OIIII, TpeOyromeii npoBeaeHus
3IIT, mpu perieHny BOIIpoca O XapakTepe aHTUKOary-
JITHTHOM Tepamnuy He PEKOMEHIYeTCs MCIONb30BaTh
LIKaNbl OIIEHKH pucka kpoBoreueHuii HAS-BLED,
CRUSADE, ATRIA.

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpPOBEeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB — 2).

* ¥V ManueHToB ¢ HU3KUM WM CPEIHUM PHUCKOM
KpOBOTEUEHHS], HApyIICHUSIMH KOArylsiliu, HE I0-
Jy4arolKuX CUCTEMHbIe aHTHKOATyJISHTHI MpPU TIPO-
BeaeHnn untepmurtupytomieit 31T, pexomenayercs
WCIIOIb30BaTh HE(PPAKIMOHUPOBAHHBIA WU HU3KO-
MOJIEKYJISIPHBII renapyH.

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpPOBeHb 10CTOBEPHOCTH /I0Ka3aTeabCTB — 1).

KomMeHTapuu: HI3KOMOJICKYJSIPHBIN 1 HEpaK-
LIMOHUPOBAHHBINA TeNapuH OJUHAKOBO OE30IMacHBI B
OTHOIICHUH pUCKa KpoBOTeueHHs U 3(PQeKkTUBHBI B
OTHOILIEHUH TPOMOO03a 3KCTPAKOPIIOPATIHLHOTO KOHTY-
pa [217]. Onaako HEOOXOAUMO MOMHHUTE O TOM, YTO
AMMMUHAIMS HU3KOMOJIEKYISIPHBIX T'€lapHHOB OCY-

HIECTBISAETCS MPEUMYIIECTBEHHO MMOYKaMu. B cBsa3n
¢ atuM mipu OIIIl Bo3MOXKHA KyMmynsuusi Tperapa-
Ta, 4TO yBEJIMYUBAET PUCK KpoBoTeueHus. [lortomy
JI03Bl TIpenapaToB NMPU WHTEPMHUTTHPYIOLIEM Te€MO-
JUan3e cleayeT Moaduparb WHAWBHIYaJbHO B 3a-
BUCHMOCTH OT HAJIMYMsI/OTCYTCTBHS HAPYIICHUHA KO-
aryJsIiiy W/WIM prucka KpoBoteueHuid. [Ipumenenue
HU3KOMOJIEKYJISIPHOTO TIellapvHa OIpaBAaHO H3-3a
HU3KOTO PUCKA Pa3BUTHUS TeMapuH-UHIYLNPOBAHHON
TPOMOOIIUTONIEHHUH, @ TAK)KE OTAAJICHHBIX ITOOOYHBIX
3¢ (}ekToB (AUCITUIUIEMUS, OCTEONOPO3, TUIIePalb-
nmocteponusm) [218].

[Ipu wucnonb3oBaHMK HE(PPAKITHOHUPOBAHHOTO
refapyuHa A03y TUTPYHOT 10 JOCTHKECHMS LIEJIEBOTO
AKTUBHPOBAHHOTO YAaCTUYHOTO TPOMOOIIIIACTHHOBO-
ro Bpemenu 60 c.

VY mamueHToB ¢ TPOMOOIIUTOIICHUEH, YBEIINICHU-
eM TMpPOTPOMOMHOBOTO BPEMEHU WJIM aKTHBHPOBAH-
HOTO YaCTUYHOTO TPOMOOIIACTUHOBOTO BPEMEHH,
00yCJIOBJICHHBIMHI OCHOBHBIM 3a00JIeBaHUEM (HAIPU-
Mep MeYeHOYHOI HEeJ0CTAaTOYHOCTHIO) WU JTUITIOIH-
OHHOM KoaryJIonaTueu, JOMOJIHUTENbHAsl aHTHKOAary-
naaTHag Tepanus npu 11T He umeer mpenMymiecTs
[219, 220].

* YV MaIMeHToB ¢ HU3KUM WM CPEIHUM PHCKOM
KPOBOTEUEHHSI TMPH TPOBEACHUH WHTEPMHUTTHPYIO-
meit 3IIT pexomeHayeTcss UCHONB30BaTh LUTPATCO-
JiepKalui Juaau3upyoiii pacTBop.

YpoBeHnb yoenuTeabLHOCTH pexoMmenaanuii C

(YpPOBEHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 2).

KomMeHnTapum: npuMeHeHHe IHUTpaTconepka-
LIET0 TUAIU3HUPYIOIIErO PacTBOPA MO3BOJISIET YMEHb-
IIUTh PUCK TPOMOMPOBAHHUS IKCTPAKOPIOPATHLHOTO
KOHTypa TpH HCIOJIb30BAaHUM MHHUMAJbHBIX J03U-
POBOK TenapuHa 1 OTHOBPEMEHHO yBEITHUUTH YD hek-
TUBHOCTH [J] 3a cyeT yMeHbIIeHUs: TpOMO00Opa3oBa-
HUS B TUAJIN3aTOPE, HE OKa3bIBas IPU 3TOM BIHSHUSA
Ha COCTOSTHHE CHCTEMHOM KOaryjasiuu U He Tpelys
MOHUTOpUHTA Kanbitmemun [221-223]. Ilokazana
Takke OoJbInasg CTaOMIBHOCTh TEMOAMHAMUKU TPU
HCIIOJIP30BAHUH LIUTPATCOAEPIKALIETO JTHAIUZUPYIO-
LIET0 PacTBOPA [0 CPABHEHMIO C allETATCOACPKALIUM
[224]. OddexrrBHOCTS ¥ OS30MACHOCTH LIUTPATCO-
JIEpKALLEro AUAIU3UPYIOLIEr0 pPacTBOpa YCTAHOB-
JICHBI B TOM YHWCJIE€ ¥ B TIeIUATPUIECKOH MPAKTHUKE Y
nereit ¢ OITIT [225].

* YV MaIMeHTOoB ¢ BHICOKHM PUCKOM KPOBOTEUEHUS,
HE TOJIYYarolUX CUCTEMHYI0 aHTUKOAT'YJISIHTHYO Te-
panuio, peKOMEHLYETCS UCII0Ib30BaTh PETMOHAPHYIO
IUTPATHYIO0 aHTUKOATYISALUIO (TP OTCYTCTBHH TIPO-
THUBOTIOKA3aHUH 711 BBEIEHUS LIUTPATa) UM PEerro-
HApHYIO aHTUKOATYJISIIUI0 He(QpaKIMOHUPOBAHHBIM
relapyuHOM C HEWTpanu3anueid IpOTaMUHOM.
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YpoBeHb yoenuTeIbHOCTH pekoMenaanuii C

(YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 2).

KommeHTapum: aHTHUKOAryJIssHTHOE JIeUCTBUE
LIUTpaTa HATPUA 3aKII0YaeTcss B 00pa30BaHUU KOM-
IJIeKCa C WOHW3WPOBAHHBIM KaJIBIIUEM U, TaKUM
o0pa3oM, TpephIBaHUS KOATYJSAIIMOHHOTO KacKasa.
Yactp muTpara moTpednseTcsl B 9KCTPAKOPIIOpaTh-
HOM KoHType. [luTpart, momamaronuii B CUCTEMHYIO
OHUPKYJAIINAI0, OBICTPO META0OIU3NPYETCS B TICUCHH,
MBIIITAX U TOYKaX C BBICBOOOXKICHWEM KaJbIHS W
obpaszoBanneM OwkapOoHara. MeTaboim3M IIHTpa-
Ta 3aMeIIeTCsd TPH HapyIIEHHH OKHUCIUTEIbHO-
BOCCTaHOBUTENBHBIX TPOIECCOB B OpraHu3me (10K,
OCTpasi KPOBOIIOTEPs, THIOTEPMHUSI U Ap.). DKCTpa-
KOpIOpabHbIE TIOTEPH KaIbIHS HEOOXOTUMO KOM-
MIEHCUPOBATh JOTIOJHUTENFHO HWH(]Y3UIMHU DPACTBO-
POB KaJIbITHSI.

IIpu mposeaermnn npouenypsl 31T mo3y nuTpa-
Ta TUTPYIOT J0 JOCTHKECHHUS YPOBHS HOHH3UPOBAH-
HOTO KaJIBIHSI TTOCJIe quanm3aropa Menee 1,2 mr/ mn
(0,3 Mmmons/i). HopmanbHBIN YPOBEHE HOHU3HPOBAH-
Horo kambitus (0,9—1,2 MMOJIB/IT) B KpOBH TAIIHCH-
Ta TOJIeP)KMUBACTCS BBEJSCHNEM IIpenapaToB Kallb-
U MUKPOCTPYMHO 703aTOPOM 4Hepe3 OTAECIbHBIN
IEHTPaTbHBIA BEHO3HBIN mocTyI [221].

e 3IIT cimexyeT mpomomkarh A0 TeX TIOpP, ITOKa
HE TPOM3OUIET BOCCTaHOBIICHHWE (YHKIIMH opraHa
IO YpOBHs, 00€CMEeunBaIOIETO TOCTATOYHOE BOJIO-
BBIZICJICHUE, Q30THCTHIH W DJCKTPOIUTHBIA OaaHc,
oiIepKaHne KUCIOTHO-OCHOBHOTO COCTOSIHUS, UTO
YCTaHABIWUBACTCSI HHIANBUIYAIBHO.

YpoBeHb yoenuTeIbHOCTH pekoMenaanuii C

(YpOBeHb J0CTOBEPHOCTH A0KA3aTeJNbCTB — 2).

KoMMmeHTapuu: B kauecTBe OpPHUEHTHPOBOYHBIX
KpUTEpHUEB TSl IPUHATHUS PEIIeHUs O MPEeKpaIieHnn
npouexyp 3IIT MOXHO HCITONB30BAaTh CICHYIONTHE
MTOKa3aTesu:

- mrypes 6oiree 0,5 MIT/KT/d TIpH CYTOYHOM TIOTPEO-
HOCTH B METJIEBBIX TuypeTnkax He 6omee 200 mr/cyT
U LICHTPAJIbHOE BEHO3HOE JIaBJICHUE HE BhIIIE 15 MM
BOII. CT.;

- KOHIIEHTpAIlUs Kallis B CHIBOPOTKE KPOBH HE
BBILIE 5,6 MMOJIB/JI;

- OTCYTCTBHE TSKEIIOTO METa0OINIECKOTO aIuI0-
3a (SB Ooinee 15 mMonb/n 6e3 nH)y3Hil OnkapboHaTa
HaTpwH);

- KOHIIEHTpAIlls MOYEBHHBI B CHIBOPOTKE KPOBH
mepeq Hav4alloM OYEepEeHOTO CeaHca TeMOIMalin3a
MeHee 20 MMOITB/I1.

* [lenecoobpazno HaunHaTh poBenenue 31T ma-
nuentam ¢ OIIIT yepe3 cTaHgapTHRIN HETYHHEITHUPO-
BaHHBIM IEHTpaJbHbIA BEHO3HBIN JIBYXIPOCBETHBIN
KaTeTep, HeXelM HMCIIOB30BaTh B KaueCTBE TEPBOTO
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JIOCTyTa TYHHEJIbHbI MaH)KETOUHBIN («I1epMaHeHT-
HBII») KaTeTep.

YpoBenb yoenuteabLHoCcTH pexoMmenaanuii C

(YpOBeHb 10CTOBEPHOCTH /I0KA3aTeIbCTB —2).

KomMeHnTapum: B 1ByX KpPYNHBIX PaHIOMHU3UPO-
BaHHBIX HCCIIEIOBAHUAX CPEIHSASA TPOJOIKUTENb-
Hocth 3IIT mpu OIIII cocTaBuna okono 12—13 et
[226, 227], yTO MOKa3BIBACT OTCYTCTBHUE HEOOXOMH-
MOCTH B YCT@HOBKE JTOJITOBPEMEHHOTO TYHHEJIHLHOTO
MaHKETOYHOTO KareTepa. Takum o0pazoM, 000CHO-
BaHHOW SIBJISIETCS YCTAHOBKA «IIEPMAHEHTHOTO» Ka-
TeTepa B Ka4yeCTBE MEPBOro JOCTyMa JUIIb TeM 00Jb-
HBIM, KOTOPBIM TOKa3aHa aiurenbHast 31T, nmu Boc-
cTaHoBJeHHe (YHKIMU MOYeK ManoBeposTHo. Her
000CHOBAaHHBIX PEKOMEHJAIUKA MO ONTHUMAJIbHBIM
CpOKaM 3aMeHBbl HETYHHENbHBIX Oe3MaHKEeTOYHBIX
KaTeTepoB Ha Oojiee MOCTOSHHBIA qocTym. [Ipu BbI-
06ope ONTUMAIBHOTO CpOKa HEOOXOIUMO YUHUTHIBATH
TIOBBIIICHHBIH PUCK HH()EKIIMOHHBIX OCIOXKHECHUH,
ACCOLIMMPOBAHHBIX C UCTIOIB30BAHNUEM CTaHIAPTHBIX
KaTeTepoB, a TAK)Ke MPaKTHYECKHUEe BOTIPOCHI, CBA3aH-
HbIEe ¢ OoJyiee TPYAOEeMKOH yCTaHOBKOH TYHHEIHLHOTO
katetepa. C TOUKH 3peHHs 00ecrieyeH s aIeKBaTHOTO
MOTOKa KpoBU (3—5 MII/KI/MUH) KpaTKOBPEMEHHBIM
HETYHHEJINPOBAaHHBIM JIBYXIIPOCBETHBIM KaTeTepOM
JUISL AMain3a, MpeuMyllecTBaMu 001aaloT Kare-
Tepsl ¢ Tak HaszbiBaeMoi Cycle-C min mouxkooOpas-
Holi opmoii (KidneyShape) npocsera: orcyrcTBUe
OCTPBIX YIJIOB CHIDKAET TYypOyJIeHTHBIE TIOTOKH KpO-
BH, KOTOPBIE CIOCOOCTBYIOT TPOMOOOOpPa30BaHHUIO;
0oJiee MIMPOKUIL IO CPaBHEHHUIO C BEHO3HBIM apTepH-
aJIbHBIN MTPOCBET MTO3BOJISIET KOMIIEHCHPOBATH YMEHb-
IIEHHE €TO TUaMeTpa BCIISICTBUE Pa3HUIIBI JaBICHUS
MOTOKOB KpoBH [228]. [IpenmyiiecTBeHHOM hopMoit
KOHEYHON YacTH KpPaTKOBPEMEHHOTO KareTepa s
nposenenus 3IIT sBrusercs Tak Ha3piBaeMas Gopma
TUna «IpoOoBUK» («shotguny») — oHa obecreyrBacT
HAaUMEHBIIYIO PEIUPKYIAINI0 KpoBu [229]. Hapyx-
HBIH JAHaMeTp MOKeT BappupoBarh oT 11 mo 16 F;
TIPH 3TOM 4YeM OOJIbIlIe AUAMETpP KaTeTepa, TeM MEHb-
e pUCK HapyIIeHUH KPOBOTOKa 1Mo Karerepy. s
mpoBeneHuss npomieHHbIXx Metomuk 3IIT muamerp
karetepa 11-12 F mocraTodyeH BCienCTBHE HUZKUX
notokoB kpoBu (100-150 mi/muH), B TO Bpems Kak
Jutst ipoBeaenusa naTepmuttupytomieit 31T ¢ H6onee
BBICOKOW O0OBEMHON CKOPOCTHIO KPOBOTOKa HEOOXO-
JuMa ycTaHOBKa KaTterepa Oounpiiero nuamerpa. [lo-
crosiable Tiporienypsl 3IIT ¢ ucnonbp3oBanuem 3Kc-
TPaKOPIOPAIHLHOTO YJIAICHUS YIVICKUCIIOTHI, MPOBO-
JUMBIE C UCIIOJIB30BAHUEM BBICOKHX MTOTOKOB KPOBU
400-500 mn/mMuH, TpeOYIOT YCTAaHOBKU KaTETEPOB C
nuamerpoM 14-16 F [232]. [lns obGecrieueHus anek-
BaTHOTO KPOBOTOKA M CHM)KEHHUS PUCKA PELUPKYIIA-
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LMY KOHEYHas 4acTh KareTepa JOKHA HAXOAUTHCS B
KpYTHO BeHe. DTO 03HA4YaeT, YTO ONTUMAaIIbHAs JITH-
Ha KareTepa MpU YCTAaHOBKE B MPABYI0 BHYTPEHHIOO
SAPEMHYIO BEHY COCTaBIsIeT 15 cM, B JIEBYIO BHYTPEH-
HIOIO ApeMHYyI0 BeHy — 20 cM, B OeIpeHHYI0 BeHY —
25 cM, B TIOAKIIOYMYHYIO BeHy crpaBa — 15-20 cwm,
cieBa — 20 cMm [230].

* [Ipu BbIOOpE TOYKM JIJISI UMILIAHTAIMH JIAAIIN3-
HOTO KaTeTepa CleAyeT BbIOMpaTh BEHBI B CIEIYIO-
LIeM TOpAIKeE:

- B TIEPBYIO Oo4epeib MpaBas speMHas BeHa;

- BO BTOPYIO ouepe/ib OeipeHHas! BEHa;

- B TPETHIO OUEpe/Ib JIeBas ApeMHas BeHa,

- B IOCJICJHION — TOAKIIOYNYHAs BEHa C JIOMU-
HAHTHOM CTOPOHBI.

YpoBeHb YOeTUTEIHLHOCTH pekoMeHaanuii— B

(YpPOBeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB— 2).

KoMMmeHTapumu: B KIMHHUYECKHX MPAKTHUYECKHUX
pexomernanusax KDOQI He pekoMeHIyeTCs HCIIOb-
30BaTh IMOJAKIIOUMYHYIO BEHY B KauecTBE JOCTyIa
qurst mposeaenwst 3I1T [231, 232] u3-3a BEICOKOTO pH-
CKa Pa3BUTHA CTEHO3a IEHTPAIBHBIX BEH, YTO MOXKET
MOCTaBUTh TOA yrpo3y (pOpMUpOBaHUE MOCTOSHHO-
r0 COCYIMCTOTO AOCTymna B OymymeM. BoszaeiicTBue
KaTeTepa Ha COCYOUCTOH CTEHKY paccMaTpHBaioOT
KaK OCHOBHYIO TPUYHHY, TPUBOIAIIYI0 K KaTeTep-
acCOLIMUPOBAaHHOMY TpoM0OO03y U cTeHo3y. Karterepsl,
MMIUTAHTUPOBAaHHBIE Yepe3 IMpaByl0 BHYTPEHHIOIO
SAPEMHYIO BEeHY, IPOXOJAAT HEMOCPEACTBEHHO B Ipa-
Byl0 OpaxuonedalbHyl0 BEHY W BEPXHIOIO IOIYIO
BEHY M, CIIEZIOBAaTeIbHO, MEHbIIE KOHTAaKTUPYIOT C
coCynucTOi creHkoi. Karerep, yCTaHOBJICHHBIA B
MOAKJIFOUNYHON WIIM JIEBOHM SIPEMHOM BEHE, C YUETOM
AHATOMUYECKUX OCOOCHHOCTEH COCYIOB M3rHOACTCs
OJTMH WJIK HECKOJIBKO Pa3, YTO U OOBICHSICT OOJBIITYIO
4acTOTy TPOMOO30B M CTEHO30B NpU KaTeTepu3aluu
MOJKITIOUNYHON BEHBI MO CPABHEHHIO C SIPEMHBIMU
[233, 234], a Takxke KaTeTepU3allH JEBON speMHON
BEHBI 110 CPaBHEHMIO C TipaBoil [235, 236]. Takum
obpazom, pu BEIOOpPE MecTa UMIUTAHTAINH JHATH3-
Horo karerepa y 6ombHbIX ¢ OIIIl karerepuzanuio
MTOJKIIIOUNYHON BEHBI CJIEIyeT pacCMaTpHUBaTh B IO-
CIIEJTHIOIO O4Yepelb, 0COOEHHO €CIIU BOCCTAaHOBJIECHUE
(byHKIIMH ITOYEK MaNOBEPOSTHO. B Tex ciydasx, Kor-
J1a IOJIKJTIOYMYHAS BEHA OCTAeTCs €AMHCTBEHHBIM J10-
CTYIIOM, TPEANOYTeHHE CIIEAYeT OTJaBaTh JOMHHHU-
pyroleit pyke, 4ToObI COXPaHUTh «HEpaboUuyIo» pyKy
JUIE BO3MOXKHOTO (DOPMHUPOBAHUS B TOCIEIYIOIIEM
[TOCTOSTHHOTO COCY/IMCTOTO JOCTYTa — apTEPUOBEHO3-
HOU (PUCTYIIBL.

Hpyras nmpobiema, KOTOPYI0 HEOOXOUMO YUUTHI-
BaTh IPU BBIOOpE JOKAJIU3AIMH COCYAUCTOrO JAOCTY-
na, — HapyIlieHue QyHKIIMOHUPOBaHUs Karerepa. [1o

JTAHHBIM TPOCTIEKTHBHBIX HCCIIE0BAaHUIN, HAUMEHb-
i CpoK (PyHKIMOHMPOBaHUSI ObLT y OeIpeHHBIX
karerepoB [237, 238]. Hapymenus ¢yHkunonupo-
BaHUS Ooyiee XapaKTepHBI A KaTeTepHu3aluu Jie-
BOH, HEeXKEJIM YeM IS IPaBoil sipeMHOM BeHBI [239].
CreneHp perUPKYISAIUH BbIIIIE TPU KaTeTepU3aluu
OeIpEeHHBIX BEH IO CPABHEHUIO C SIPEMHBIMU WIIN
MOJKITIOYUYHBIMH, OCOOEHHO TIPU HCIOJIH30BAHUU
KOPOTKHX OeapeHHbIX Karetepo [240]. Karerepusa-
st OelpeHHON BEHBI CYIIECTBEHHO OTPaHUYMBACT
MOJIBI>KHOCTE OOJILHOTO, 0COOEHHO TPH UTHTEIHLHOMN
3IIT, u accornurpoBana ¢ HanboJee BHICOKUM PUCKOM
WH(EKIIMOHHBIX OCIOKHEHUH [241, 242].

Crnenyer TakXKe y4HUTBHIBaTh BOZMOKHOCTH TpPaHC-
TUTAHTAIIUHU TOYKHU: UMIUTaHTAIUS KaTeTepa B Oe/lpeH-
HYIO0 BEHY MOXKET CITOCOOCTBOBATh Pa3BUTHIO CTEHO3a
TIOJIB3/IOLTHOM BEHBI, C KOTOPOIl aHACTOMO3UPYIOT I10-
YeYHYI0 BEHY JOHOPCKOW mouKu [243].

Taxum o0paszom, mpaBasi sipeMHasi BeHa SBISACT-
Cs ONTHMAJbHBIM BapHAHTOM JUIsI YCTAHOBKH JHa-
mu3Horo Karterepa. Karerepuszarusi OefpeHHBIX BEH
MIPEINOYTHTENbHEE JIEBOW SPEMHON BEHBI U3-3a 00-
Jiee HU3KOM YacTOThI IUCHYHKIMH, a TTOKITFOYHYHBIH
JIOCTYT cJelyeT HCIOJNb30BaTh TOJIBKO B KpaiiHeM
ciydae. OTHaKO ¢ y4eTOM MHANBHYaJIbHBIX OCOOCH-
HOCTEW TaIeHTa MOPSA0K JaHHOHN IOCIeI0BaTeNb-
HOCTH MOXKET OBITh U3MEHEH.

[Ipomecc ycTaHOBKHM KareTepa OJKEH MpOH3-
BOJIUTHCSI B CTPOrOM COOTBETCTBUU C CaHUTApHO-
SMUJAEMUOIOTHYECKUMH TIPABUJIAMH  ACeNTHKH U
AQHTHCETITUKH.

* PexoMeHyeTcsi yCTaHABIMBATh IIEHTPAJIbHBIN
BEHO3HBIH KaTeTep IMpH TOMOIIHN YAbTPa3ByKOBOTO
HaBE/ICHUS.

YpoBeHb YOeTUTEILHOCTH PeKOMeHAaii— A

(YpPOBEHb 10CTOBEPHOCTH 0Ka3aTeIbCTB—1).

KomMeHnTapum: 10 HeJaBHEro BPeMEHHU JIOCTYI
K I[EHTpPAJIbHBIM BEHaM OCYILIECTBIISJICS IO aHaro-
MHUYECKUM OpPUEHTHpaM, YTO COIPOBOXKIAIOCH 3HA-
YUTSIBHON YaCTOTOM OCIIOKHCHMI, B TOM YHCIIC U
neTanpHbIX. Hanbonee YacTBIMH OCIOXKHEHUAMU
KaTeTepu3aliy IEHTPAIbHBIX BEH SBJISIOTCS: ITyHK-
uus aprepun (0,5-6 %), remaroma (0,1-4,4 %), re-
moropakc (0,4-0,6%), mueBmoropakc (0,1-3,1%);
okosio 10-20% TOMBITOK 3aKaHYMBAIOTCS HEynaden
[246]. CpaBHHMTEIHHO OOBIION TUAMETP THATU3HBIX
KaTeTepoB OIpeaessieT 0onee BEICOKUI PUCK MPU X
ycTaHOBKe. B IByXx MeTa-aHanu3ax Moka3aHo, YTo 10
CPaBHEHHIO C OPUEHTHPOBAHNEM «BCIICTIYIO» YIBTPa-
3ByKOBOE HaBelleHUE B pexkuMe 2D MoBBIIIaeT Bepo-
ATHOCTH YCIEITHOW YCTaHOBKHM KaTeTepa M CHUKAeT
YacTOTy OCJIOKHEHHI, YUCIIO TOTMBITOK KaTeTepr3a-
U U BpeMs, Tpedyromeecs s 3TOH MPOIEAyPHI.
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OTu npenMyIecTBa HanOosee 3HAYUTEIbHBI TIPU Ka-
TeTepu3alliu SPEMHOMN BEHbI; B OTHOIIECHUM KaTeTe-
pHU3alUU TOAKITIOYMYHBIX U OeIPEeHHBIX BEH OHHU Me-
Hee 3aMeTHBI [245, 246]. MeTra-aHanu3 HECKOJIIBKUX
KpYTIHbIE PaHIOMU3MPOBAHHBIX MCCIIEAOBAaHUI TOA-
TBepauI npeumyinectsa Y 3U-konrpons [247].

* PexomenyeTcst mociie UMIUTAHTALWHU TUATA3HO-
ro Karerepa BO BHYTPEHHHUE SIPEMHBIEC W TIOAKIIIO-
YUYHBIE BEHBI IPOBOJAUTH JUATHOCTUYECKYIO PEHTTe-
Horpauio OpraHoB TPYAHOM KJIETKHU C LENbIO Ompe-
JIeJICHUS JIOKAJIM3allui KaTeTepa U MpeIoTBPaIleHUs
BO3MOJKHBIX OCJIOXKHEHUH.

YpoBeHb YOeIUTEIbLHOCTH pekoMeHaanuii— B

(YpOBeHb 10CTOBEPHOCTH /I0Ka3aTeabCTB— 1).

KoMMmenTapumn: Oe3MaH)KeTOUHBIE JHATH3HBIE
KaTeTepsl SBIAIOTCA MOIYy)XKeCTKUMHU. Pacrionoxenne
KOHEYHOH YacTH KaTeTepa B MOJIOCTH CepJlia IMOBbI-
1aeT pucK rnepgopanuu Mnpencepaus U TaMIOHAa bl
nepukapaa. B To xe Bpems, HEOOXOIUMO H30eraTh
CJIMIIKOM BBICOKOTO pacIojoKeHusi karerepa (0co-
OCHHO WMIUTAHTHPOBAHHOTO Yepe3 IMOAKIIOYNIHbIE
BEHBI WJIH JIEBYIO SIPEMHYIO BEeHY) B Opaxuoriedaib-
HOM BEeHE M3-3a TeCHOT0 KOHTAKTa MEXTYy KOHEYHOU
YaCThIO KaTeTepa U COCYJUCTOW CTEHKOH, YTO MO-
JKET MPHUBECTH K HAPYIICHUIO (YHKIHH KareTepa M
TpoMO03y [248, 249]. [IpaBunbHOE PaCIOIOKECHUE
OKOHYAHUS TIOJTY’)KECTKOTO JUAIN3HOTO Karerepa —
COYCTBE BEPXHEU I10JI0M BEHBI U IIPABOTO IIPEICEPAHS]
(kaBaJIBHO-TIpEJICEPTHOE COYCThE), UTO 0OecreunBa-
€T HaUMEHBIIYI0 TypOYJIeHTHOCTh U MaKCUMAJIbHYIO
CKOPOCTh KPOBOTOKA B KaTeTepe [246]. TyHHenbHBIC
KaTeTephl MATYE M MOATOMY MOTYT OBITh BBEIEHBI B
IpaBoe Tpejacepane, obecrieurnBas TakuM 00pa3zoM
MaKCHUMAaJIbHYIO CKOPOCTh KpOBOTOKa [248, 249].

[locne wuMmaHTanuu HEOOXOAMMO BBIMOIHUTH
peHTreHorpaduio OpraHoB TPyAHOW KIETKH, YTOOBI
yOenuThCs B MPAaBUIIBHOM PACIIOIOKEHUH KaTeTepa U
HCKITIOUYNTH BOSMOYKHBIE OCIIOKHEHHSI. ANBTEpHATHB-
HBIM METOZIOM KOHTPOJI MPAaBHIBHOTO PACIIONONKE-
HUS KaTeTepa SBISAETCS dXOKapaAnorpadusl.

* V namuentoB ¢ OIIII, Tpebyroreii npoBeaeHus
3IIT, He pekoMeHAyeTCsl WCIOJIb30BaTh HAHECEHHE
aHTHOAKTEpUaJIBLHBIX IPEraparoB Ha KOXKY B MecTe
YCTaHOBKHM KPaTKOBPEMEHHOTO HETYHHEIMPOBAHHO-
ro Karerepa.

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii— C

(YpOBeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB—2).

KommenTapuu: BHE/IpEHHE KOMILTEeKCa
CAaHUTAPHO-TUTUEHHUYECKUX MEPONPHUATHH, B dYacT-
HOCTH, YCWJICHHS BHUMAaHMA K TUTHEHE pPYyK, MpH-
MEHEHHs] MaKCHUMaJIbHBIX OapbepHBIX Mep 10 Tpo-
LeAypbl, 00pabOTKH KOXKH XJIOPTEKCUANHOM, BbIOOpa
ONTHMAJIBHOTO MECTa YCTAaHOBKH KaTeTepa, M03BOJIs-
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€T CHH3UTh YacCTOTYy KaTeTep-acCOIMMPOBAHHON HMH-
¢exuuu [230]. He ciemyer UCob30BaTh JUaTU3HBIC
KaTeTephl B Ka4eCTBE aJIbTEPHATUBHOTO COCYAUCTOTO
JIOCTyTa, 32 MUCKJIIOYEHHEM YpEe3BBIYalHBIX 00CTOs-
tenscTB [230]. CommacHo pexoMeHmarusM LleHTpoB
o KOHTpOI0 u mpodrnaktuke 3adoneBannii CILA,
Harmonansuoit Ciyx0b1 3apaBooxpaHeHus u Ame-
pukaHckoro OomiectBa MHGEKIIMOHUCTOB, CleayeT
n30eraThb HAaHECEHUS Ma3eH, coleprKalux aHTHOHO-
THKH, 1pu yxoze 3a [IBK u3-3a noBbII1IEHHOrO pUcKa
pa3BUTHS TPUOKOBBIX MH(PEKINA U BOSHHUKHOBEHUS
PE3UCTEHTHOCTH K aHTHOMOTHKaM [250].

* He pexomeHayercs HCIOIB30BaTh AHTHOAKTE-
pHAIbHBIE 3aMK{ JUIs TPEJOTBpAllleHHUs KaTeTep-
ACCOIMUPOBAHHOW WH(EKIMW B HETYHHEIHPOBAH-
HBIX JIHAJTH3HBIX KaTeTepax.

YpoBeHb y0enuTeILHOCTH pexoMeHaanuii— C

(YpPOBEHb 10CTOBEPHOCTH 10KA3aTeJIbCTB—2).

KommenTapuu: B pekomeHnanusax L{eHTpoB 1o
KOHTpONIO W mnpodurakTuke 3aboneBanmii CIIIA,
Harmonansuoit Ciyx0b1 3apaBooxpaHeHus u Ame-
pukanckoro OOimiectBa MHPEKIIMOHUCTOB HACTOS-
TEJIbHO HE PEKOMEHYEeTCs UCTIONIb30BaTh B KaueCTBE
PYTHHHOTO METO/]a aHTHOAKTEpHAJIbHBIE 3aMKH M3-32
BO3MOXKHOTO Pa3BUTHsI TPHOKOBBIX MH(EKIUH, pe3u-
CTEHTHOCTH K aHTHUOMOTHKAM M CHCTEMHON TOKCHY-
HOCTH, 3a MCKJIIOYCHHEM OOJBHBIX C OrpaHUYEHHBI-
MU BO3MOKHOCTSIMU BEHO3HOTO JIOCTYIIA U HATHYUEM
B aHaMHE3€ KaTeTep-aCCOLMUPOBAHHON HH(MEKIUN
COCYIUCTOTO pyclla, a TakXke OOJIbHBIX C TIOBBI-
IICHHBIM PHUCKOM TSKENBIX OCIJIOKHEHHH Karerep-
accouuupoBaHHON HHPeKIMH [251-253].

Bo n30exxanue pa3BuUTHA KaTerep-
ACCOLIMMPOBAHHBIX MH(EKIIMOHHBIX  OCIOKHEHUN
PEKOMEHJIOBAHO YIAJIATh KaTeTephl Ui MPOBEACHUS
3IIT xKak MO’KHO paHBbIIIE.

4. MEOUUUNHCKASA PEABUJIUTALUSA

¢ PeabmInTallnOHHBINA IEPUOT TTOCIC TIEPEHECCH-
noro OIIIT 3aarMaeT mpoMexyTOK BpeMeHH OT 7 110 90
CYT M COOTBETCTBYET MOHSITHIO OCTPO OOJIC3HH TTIOUYEK.

YpoBenbyOequTeIbHOCTH pekoMeHaanuii C

(YpOBeHbB 10CTOBEPHOCTH 10KA3aTeJbCTB—3).

* PekoMeHtyeTcsl ycTaHaBINBATUL CTAJUIO B CO-
OTBETCTBUU C CYIIECTBYIOIIUMH PEKOMEHIAUSIMH
(cm. Tabm. 5. Knaccudukanus ocTpoi 00ie3HH I10-
yek B | wactn).

YpoBenb yoenuteabHoCcTH pexoMmeraanuii C

(YPOBeHbB 10CTOBEPHOCTH 10KA3aTEJbCTB—3).

* V manuenToB ¢ OIIII, xotopsie nmomyuanu 3I1T,
peaOMIINTAIMOHHBINA TIEPHOJ] PEKOMHEIYETCsl JIaTHh-
posarth crycTs 14 cyT mocne ormens! 31T B ciydae
cTaOWILHON 0CTAaTOYHOM (DYHKIIUH MTOYEK.
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YpoBeHb yoenuTeIbHOCTH pekoMenaanuii C

(YpoBeHBb 10CTOBEPHOCTH 10KA3aTEJIbCTB—3).

KoMMmeHTapumu: naHHbIe PEKOMEHIAIMH pa3pa-
0oTaHbI Ha OCHOBAHHWH KOHCEHCyca pabodel TpyIIb
CIICITHATICTOB PEaHUMATOIOTOB 1 HepororoB ADQI
(Acute Disease Quality Initiative) [8]. OTcyTcTBHE
ITOJTHOTO BOCCTAHOBJICHUS (YHKIWH TIOYEK ITOCIHe
OIIII sBasieTCs BAKHBIM (haKTOpOoM (DOPMHUPOBAHUS U
nporpeccupoBanus XbII. B nepByto ouepenib 310 OT-
HOCHTCS K TIAIIMEHTaM, ¥ KOTOPBIX UMEJHCh TTOKa3a-
Hus s mpoeaenus 311T. B momysimuoHHbIX BcciTe-
JIOBaHUSIX TTPoJIeMOHCTpUpoBaHo, uto OIIII 3 craguu
HaOromaeTcs ¢ 9actotoit ot 4,2 mo 13,4 coydaeB Ha
100 000 macenenus [254, 255]. OIIII sBusercs He-
3aBUCHUMBIM (pakTopoM pucka pa3sutus XbII [256,
257]. Ocraercs HESICHBIM, B KAaKOW Mepe CBSI3b MEXKITY
OIIIT n HEOIArOMPUATHEIMU UCXOIaMU 00yCIIOBICHA
pPa3BUTHEM OCTPOI TUCPYHKIIMH ITOYCK KaK TAKOBOM,
paseutueM XbII de novo mmm mporpeccupoBaHUEM
He quarHoctupoBaHHoM paHee XbBII. Tem He MmeHee,
YUYUTBIBasg BpeMEeHHbIE KpuTepuu onpeenenus XbI1,
gepe3 3 mec mocie smu3ona OIIII cremyer roBopuTh
yKe He 00 OCTPOH, a 0 XpOHUIECKOI O0Ie3HN TTOUCK.
COOTBETCTBEHHO, CIEAyeT pa3iuyarh JIBa TOHSATHS:
«peadbmmurarusa npu OINID» u «peabumuranus mpu
OFbIl». Brime oTMedanoch, 9TO OCHOBHOW IPaKTH-
qecKkuil kputepuil auddepeHInanbHON THAarHOCTH-
KH MEXIy dTHUMH COCTOSTHUMHU — BpeMeHHOH. CooT-
BETCTBEHHO, OCHOBHAs 3aja4a peaOWiInTalnuu Tpu
OIIIT — mpodmmaktuka pa3sutus OBII, a ocHOBHas
3amaga mipu OBIl — mpodmnaktuka pa3sutus XbII.
Mexaau3mbl  (hOPMHPOBAHUS HEPpPOCKIepo3a YHU-
BEpCaIIbHEI, B CBSI3U C YeM peaOMINTaIlMOHHbBIE MEPO-
npustus npu OIIIT u OBII mist mpakTHdeckoro Bpada
MpaKTUYIECKH OMMHAKOBEI. Kpome Toro, meprox OBIT
HanOosee omaceH B made peruausa OIIIT. [TosTomy
JUTS yoOCTBa TIOI30BaTeNs B TaHHOM paszerne Pexo-
MEeHAAani MBI OyZeM WCIOJh30BaTh OAWH TEPMUH —
«Peabmmurannonnsie Meporpusatus pu OITID.

* [TarmenTam, neperecrmmm 3mm3on OIIIT (B oco-
OCHHOCTH TP HaJaU4HH (HPAaKTOPOB PHICKA WU TIPE-
cymectytomeit XbII), mociae BRIMUCKHA W3 CTaIHO-
Hapa HeoOX0oInMa KOHCYIBTans HepoJora ¢ IeTbI0
rmonoopa JIEKapCTBEHHON Tepariu. PeKOMEHTYIOTCS
CIIEIYIONHe U3MEHEHHUS CTHIIS JKU3HH: OTKa3 OT Ky-
peHUs, YIOTPeOICHHs JTF0O0TO aJIKOTOJIS, HOPMAaJIH-
3alyg Macchl Tela, OrpaHWYeHHE TOTPEONeHHs T10-
BapeHHOM COH.

YpoBeHb yoenuTeIbHOCTH pekoMenaanuii C

(YpoBeHb 10CTOBEPHOCTH /10KA3aTEIbCTB—3).

KommeHnTapumu: B mepeueHs (hakTOpOB pHCKa paz-
Butwsi OIIIl BXoAST HEKOTOpPBIE 0COOSHHOCTH CTHIIS
KU3HU, KIMMAaTHYEeCKHE YCIOBHS, SMUI00CTaHOBKA

u T.01. CrenoBarenbHO, PUCK Pa3BUTHS MOBTOPHOTO
OINIT y mammeHTa B amMOyIaTOPHBIX YCIOBHSAX 0e3
KOPPEKIMH ATHX (PaKTOPOB OCTAHETCS, KAK MUHUMYM,
TaKUM K€, KaK U 10 TOCIUTaIN3aIuM. TIiaTeIbHBIN
aHaJIW3 THIIEBBIX (BKJIIOYas MUTHEBBIE) MPUBBIUEK,
CIEKTpa JIEKapCTBEHHOTO OOecredeHnss KOMOpPOHI-
HBIX COCTOSTHHIM, TAKUX (PAaKTOPOB, KaK KypeHHE, yIIO-
TpeOJIeHre aJIKOTOJBHBIX HAIUTKOB M JHEPreTHUKOB,
MO3BOJIUT BBIJICIIUTH BO3MOYKHBIE MOAU(MUIIHPYEMEBIC
¢axroper pucka OIIIT u XBII. Pesynbrarsl smmme-
MHOJIOTHYECKHUX HCCIIEI0BaHUIN CBUAETEIHCTBYIOT O
TOM, YTO KypeHHE SIBIISICTCSI J0303aBUCHMBIM (DaKTO-
poM pucka cHkeHHsT CK® kak y MyX4yHWH, Tak U Yy
skeHmuH [258, 259]. Haubonee sipko 3TOT HeOmaro-
NPUATHBIA APPEKT NPOSBISICTCS CPeld Kypsux
noBeIeHHBIM AJ] [260].

N366rTounas macca tema (MMT>25 kr/m?) maxe
y MpaKkTHYECKH 3I0pOBBIX JHUI Mosoxke 40 ser ac-
COLIMUPYETCS C HapacTaHWeM pucka pa3BuTus XbII
[21]. TTokazaHo, 4TO TeMOIUHAMUYECKIEC U3MECHCHUS
B moukax (Hapactanue CK® u ¢uipTpanuoHHoil
(GpakiyK) OTMEUAIOTCS Y MOJIOABIX 3/I0POBBIX JIHONICH
¢ UMT > 25 kr/m” ipu BBICOKOM MOTPEOICHUU COJIU
[262]. IToatomy mammentam ¢ XBII w(umm) numam
¢ (akropamu pucka XBII, uMeronMM U30BITOYHYIO
Maccy Tesna, JO/DKHBI OBITh JaHbl PEKOMEHAAlUN
M0 KOPPEKIMH Macchl Tena (MojfepKaHue HHIEK-
ca Maccel Tena B npenenax 20-25 kr/m?). Beicokuit
YPOBEHb TOCTYIUICHHS XJIOpPHJIA HATpUs C MUIIeH
aCCOLIMMPOBAH C aKTHBAIlMeHl pPEeHHH-aHTMOTEH3MH-
aJIbI0CTEPOHOBOM CHCTEMBI U HAPYILICHUEM BHYTpPHU-
MOYeYHO! TeMOTUHAMUKH. 3aCITyKUBAIOIINX Cephe3-
HOTO BHUMAaHUS HCCIIEIOBAaHUN O BIUSHUH MOTpediie-
HUS XJIOpUAa HATPHUs Ha CKOPOCTh BOCCTAHOBJICHUS
¢ynkmii mouek mocne OINIT moka He TPOBOIUIIOCH.
Hcxonst 3 cOOCTBEHHOTO OIBITA, MBI PEKOMEHIYeM
OTpaHUYUTh TIPUEM HaTpus xyopuaa 2,4 r/CyT, 4To
cOOTBeTCTBYET 5,0 I TOBapeHHOI! cou.

He menee 3HaunMbiM B nipodunakruke XBII sB-
JsieTCsl OrpaHuveHue oTpedeHus aakorois. Mccie-
JTOBAaHUs, TOCBSIICHHBIE 3TOM TeMe, TPOTUBOPEUUBEI.
N3BecTHO, YTO XpOHUYECKas aJIKOTOJIbHAs MHTOKCH-
Kallusi CIIOCOOCTBYET, C OIHOI CTOPOHBI, HEMOCPE/-
CTBEHHOMY IMOBPEXKICHUIO BCEX CTPYKTYp HedpoHa,
a ¢ APyTroi — BBI3BIBAET paziIU4HbIe TuCMeTadomnde-
CKHE HapyIICHHUsI, yCKOPSIOIIUE MPOIecchl pudpore-
Hesa [263]. BmecTe ¢ Tem, psiZi aBTOPOB YTBEPKAALOT,
YTO YMEPEHHOE TOTpeOIeHHe KPacCHOTO BUHA MOYKET
yAy4mars QyHKIHIO TOYeK. AKTUBAINS OKCHJIATHB-
HOTO CTpecca SIBIIIETCS OJHUM M3 Ba)KHBIX ITAlloB
¢udporenesa [264, 265]. IloTpebieHre KpacHOro
BHHA, COJIEPIKAIleTO aHTHOKCHIAHT pecBeparpol, B
no3e He Oornee 140 r B Henenio B mepecyeTe Ha YH-
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CTBI 3TAaHOJ MOXET CIOCcOOCTBOBAaTH HEWTpasin3a-
LMW aKTUBHBIX ()OPM KHUCIOPOAA U, TAKUM 00pa3zoM,
OKa3bIBaTh MPOTEKTUBHOE elicTBHE [266].

Enunoro B3misga Ha MCIONBb30BaHUE AJKOTOJISA
npu 3a00JIeBaHUSAX TIOYEK B HACTOSIIECE BPEMS HET,
HO MBI TIPUJEPKUBAEMCSI TOW TOUKH 3pPEHHS, YTO B
MIepUoJ peadMINTAINH JTI000€, Make MOTCHIIMAILHO
TOKCHYECKOE, BIHMSHHE Ha CTPYKTYypHBIE 3JIE€MEHTHI
He(poHA MOXKET OKa3aThCsl MPOrHOCTUYECKH Heba-
TONPUATHBIM. B CBSI3U C 3TMM MBI HE CUHUTaeM BO3-
MOXHBIM PEKOMEHJIOBaTh YIMOTPEOICHUE aKOTOS
nro6oro Buna 6onbHbIM mocie OITII.

* [Ipu BBIOOpE JIeKapCTBEHHOTO Mpemnapara U ero
JIO3UPOBaHMHU HYXHO yuuThIBath ctamuio OIIT/OBIT
(cM. Tabm. 4, 5 B [ vacTm).

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpPOBeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB—3).

KomMmeHnTapmii: npu BbIOOpe peknMa JIeUeHUs
HEOOXOAMMO YUUTHIBATh CIICAYIOIIHIE (GakTOpbI (Ta0I.
34):

- Iy Th 9KCKPEINH (TI0YeUHbIN MU BHETTOYEYHBIN )
MIpeNOYTeHNEe OTAAeTCs IpernaparaM C BHEMOYed-
HBIM ITyTeM SKCKPEIHH;

- IOTeHLMAIbHAsA HE(YPOTOKCUIHOCTE;

- pimstane craauu OITIT/OBII Ha moyeyHbli U BHE-
MTOYEYHBIA METa0O0IN3M JIEKAPCTBEHHOTO Iperapara;

- HaJIM4re TIOAXOAAIINX albTepHATHB.

B ugeane cnenyer uzberarb MpUMEHEHUS MTOTEH-
IUALHO He(QPOTOKCHYHBIX MPErapaToB MK KOMOU-
Haruii. [Ipu oTCyTCTBUM anbTepHATUBBI HEOOXOTUMO
MIPWJIOKUTH YCUIIUS JUIS CMSTYEHHSI BO3MOKHBIX He-

¢dpoTokcuuecknx 3P(eKToB: pacIIupUTh MUTHEBOMN
pexuM, H30eraTh MOIUIParMa3um.

* PexomeHayeTCsl TIOCTETICHHOE YBEIWYCHUE WH-
TEHCUBHOCTH H TPOIOJDKATEIHFHOCTH TPEHUPYIOIIHX
(GU3NYECKUX HArpy30K 10 YPOBHS, COOTBETCTBYIO-
MIETO PEKOMEHAAIMAM JUIsI TIPAKTHYECKH 3I0POBOTO
YeJI0BeKa.

YpoBeHnb yoenuTeabLHOCTH pexoMenaanuii C

(YpoBeHb 1OCTOBEPHOCTH J0KA3aTeJLCTB—3).

KommenTapuii: Bonpochl (pu3ndeckoi peaduiu-
tanmu nociie Ol moka HeTOCTAaTOYHO OTPaKEHBI B
Hay4JHOM yuTeparype. Mcxoms u3 cOOCTBEHHOTO OTIbI-
Ta pabOThl C OOJILHBIMH JIAHHOTO TPOQUIIS, MOCIIe
BBITIUCKH U3 CTAIlIOHApa MBI PEKOMEHyeM CIICTYTO-
YO 3TAITHOCTh YBEJIUYCHUS (PU3NUCCKUX HATPY30K
[267]:

1 mec OBIIL: TpenmpoBouHas xoapba Ha pac-
crossare ot 500 go 1000 M ¢ temmom g0 70 1raros
B 1 MuH. MakcuManbHas 4acTOTa CepACUHBIX COKpa-
meruit 100—120 B 1 muH. [TpogomKUTeTIEHOCTD MTHKA
1o 3—5 muH 2-3 pasa B IeHb. B momamHux yciioBu-
SIX JedeOHas TUMHACTHKA C BBITTOJIHEHUEM adPOOHBIX
yHpaXXHEeHUN JITUTENTbHOCTHIO 10 20 MUH.

2 mec OBII: TpenupoBodHas xoap0a Ha paccTos-
aue ot 1000 mo 1500 m ¢ temmom 80—100 maroB B
1 muH. MakcuMainbpHas 9acToTa CEpJCYHBIX COKpa-
menuit 100—120 B 1 mus. [TpogomKUTeTIEHOCTS MTHKA
1o 3—5 muH 2-3 pa3a B IeHb. B moMamHux ycioBu-
SIX JedeOHas TUMHACTHKA C BBITTOJIHEHUEM adPOOHBIX
YIpaXXHEHUN JITUTETBHOCTBIO 10 25 MUH.

3 mec OBII: TpenupoBouHast xonp0a Ha PaccTosi-

Tabnuua 34 / Table 34

Mopxopabl K NekapcTBeHHoM Tepanuu npu OMNMN/0BN

Approaches to drug therapy for AKI/AKD

[MokazaTenb

MpumeyaHus

KoppekTuposka 6asanbHoro pucka

ConyTtcTteylowme 3abonesaHus (XBIN, CH, xpoHnyeckne 3aboneBaHns nevyeHn); B3aMmMoaencTene
MeXxay npenapartamu 6a3ncHOro ieYeHns

MokasaHusa n aJibTepHaTUBbI

CpOYHOCTb U HEOOXOAMMOCTb NMAaPEeHTEePasbHONO MPUMEHEHUS U NPUMEHEHUS 6ONbLUNX A03;
BbIOOP HaMeHee HedPOTOKCMYHOIO Npenaparta npu CoOXpaHeHnn TepaneBTu4eckoro adhdekTa;
PUCK NPUYNHEHUS Bpeda B Cllydae oTkasa OT NPUMEHEHUS npenapaTa

MexaHn3m gencTeumsa npenapata

JocTynHOCTb AaHHbIX 0 papmakoarHaMmnKe 1 GapmMakoKMHETUKE; X HapyLieHusx npv OMM /OBl

PeanbHas akckpeTopHas GyHKLMSA
noyek

OueHka 3KCKPEeTOPHOMN DYHKLMM MOYEK C UCMOJIb30BaHNEM A0CTYMHbIX GMOMapKepoB (BKJIo4as
KPEeaTUHWNH CbIBOPOTKM, MPOTEMHYPUIO, METOAbI BU3yanm3aumn, GYHKLUMOHANbHbIE U CTPYKTYPHbIE
MapKepbl B CbIBOPOTKE KPOBU 1 MOYE)

DyHKUNOHANBHBI NOYEYHbI
peseps

JOCTYMNHOCTb TECTOB 4151 ONpeAesieHns kiyGo4koBOro v TyGynsipHOro pesepsa

AncdyHKUMA BHENOYEUYHOM
nokannsaumun

MN3MeHeHne BHEMOYEYHOMO KJIMPEHCA; UBMEHEHNE 00beMa pacnpeneNieHns 3a CHET IKCTpa-
KopropasnbHbIX KOHTYPOB (3KCTpakoprnopanbHas MemMopaHHas OKCUreHauus, Xenyao4koBoe
YCTPOICTBO BCMOMOraTeibHOro KpOBOOOOpaLLEHWS)

CDyH KUuMOHaNbHaaA reHeTn4yeckas
BOCMPUNMHYNBOCTb.

Hanuune nidopmaumm o reHeTUHeckoi NpeapacrnonoXeHHOCTN K HePOTOKCUYHOCTH

BHenouveuHble pakTopsbl

BrnusiHMe n3MeHeHHbIX papMakoKUHETVKU 1 dapMakoguHaMrK1 Ha MeTabonmn3m npenapaTos
BHE MOYEK; OLEHKA COOTHOLLEHUS PUCK—MO0b3a NPEnapaToB, BAUSIOLLMX HE TOMIbKO Ha MOYKM,
HO 1 Ha pyrvie opraHbl

TepaneBTU4ECKNN MOHUTOPUHI

B03MOXHOCTb onpepgenieHna KoHUeHTpaunn npenapartoB B CbiIBOPOTKE KPOBU
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uHue ot 1500 no 2000 m ¢ temnom 100-110 mraros
B 1 MuH. MakcumalibHasi 4acTOTa CEPIIEYHbIX COKpa-
menuit 120—140 B 1 mud. [IpogomkuTenIbHOCTD THKA
10 5—6 MuH 5—6 pa3 B cHb. B TOMaIIHUX yCIOBUAX
nedeOHash TUMHACTHUKA C BBITIOJHEHHEM adpPOOHBIX
yHpaXHEHUH ATUTeNbHOCThI0 30—40 MUH.

* JIto0Oyto siekapcTBeHHy0 Tepanuto mpu OBIT He-
00XOIMMO TIPOBOJUTH C YYETOM BO3MOXHOM He(po-
TOKCHUYHOCTH HCIIONIb3yeMbIX IpernaparoB. B cocrase
peabUINTAIIMOHHBIX MEpPONPUATHH JIeKapCTBEHHAs
Teparus peKOMEH IyeTCs MalieHTaM ¢ apTepHaTIbHON
runeprensueit u XbII.

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C

(YpPOBEHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB—3).

KomMmeHnTapuii: e1MHOT0 MHEHUSA OTHOCHUTEIBHO
JIEKapCTBEHHOM Tepanuu (KpoMe JeueHus: OCHOBHO-
ro 3abonesanwust) nmocie OIII we cymecryer. Uc-
X0/sl U3 COOCTBEHHOTO OIBITAa MBI PEKOMEHIyeM
CUMTATh LEJICBBIMU YPOBHSAMU AJl y MalMEeHTOB,
nepenectx OIII, cucronmuueckoe AJl menee 140
u amactoinudeckoe menee 90 mm pt. cr. Jng ma-
HUeHTOB ¢ yxe umeroueiica XbII pexomenayercs
YYUTHIBATh YPOBEHb albOyMUHYpUHU. Y OONBHBIX C
ONITUMAJIBHOM CTETeHbI0 anbOyMuHypun (Menee 10
Mr/T) — cucronnaeckoe AJ] menee 140 n quacronu-
yeckoe MeHee 90 MM PT. cT.; ipu Ooyiee BBICOKOI
CTETeHN albOyMUHYPUU WIM HAJIWYUU NPOTCHHY-
pun — cucronnyeckoe AJl menee 130 u guactomnu-
yeckoe MeHee 80 MM pT. CT. AHTUTHIIEPTEH3UBHAS
Tepanusi JAOJDKHA OBITh WHIMBHAYaJM3UPOBaHA, a
CHIDKeHus cuctonmaeckoro AJl menee 120 MM pT.
CT. CIIeAyeT n30erarh.

Jia nocTrkeHus 1eNeBbIX ypoBHeH A/l n'y manu-

dakTOpbI pUCKa
naumeHTa

eHToB ¢ XbBII B kauecTBe npenaparToB NEepBOM JTUHUU
WJIM OCHOBHOTO KOMITOHEHTa KOMOMHHMPOBAHHOTO Jie-
YeHH CIeyeT Ha3Ha4aTh MHT'MOUTOPBI aHTMOTEH3UH
[-mipeBpamaromero pepmenta (MAIID) mmu 6rokaro-
pel AT1-peuentopoB anrunorensuna Il (BPA), ecin
UX MPUMEHEHHUE HE MTPOTHBOIIOKA3aHO.

5. TIPOPUJIAKTUKA U AUCTTAHCEPHOE
HABJTIIOAEHUE

¢ [Ipopunaxruka OIII 3akrouaeTcs B BBISBICHUH
Y BO3JCHCTBIH HAa MOAU(HUIIPYEMbIe (DaKTOPhI pUCKa
(tabm. 8).

YpoBenb yoeauteabHocTU pexoMmenaanuii C

(YPOBEHB 10CTOBEPHOCTH 10KA3aTeJIbCTB—3).

» JlucmancepHoe HaOnIOAEHUE 3a TALMEHTaMHU,
nepenectnmu OIIIT nmpu OBIT pexomenayetcs ocy-
HIECTBIATh BPaYOM-HEPPOJIOTOM €KEMECSYHO B Te-
YeHHEe TEepPBbIX TpeX MecsAleB U janee 1 pa3 B rox
(puc. 2-4).

YpoBenb yoenuteabHocTU pexoMmenaanuii C

(YpPOBEHB 10CTOBEPHOCTH 0KA3aTeJIbCTB—3).

KomMenTapmii: eqMHOro MHEHUSI OTHOCHUTENBHO
TaKTHKH JUCIAHCEPHOTO HAOMIONEHUs 32 TallMeHTa-
My, niepenectumu OIII, 1. e. qist maruenTos ¢ OBI,
B Hacrosimee Bpems HeT. Mcxons n3 coOCTBEHHOTO
OIBITa, MBI PEKOMEHIYEM CIIEAYIOILIYIO0 CXEMY, BbIe-
JIs1s1 IEPHOIbI MHTEHCUBHOTO U TJIAHOBOTO Halumozie-
HUS.

[lepBrie Tpu Mecsua nocae smuzona OIII (un-
TEHCUBHOE HAOJIO/ICHUE) HAanOoee BaXKHbBI B TUIAHE
BO3MOKHOH Tpanchopmanuu B XBI1. B nanpueiimem
9TH K€ MEpONPHATHS 1IeIeco00pa3HO MPOBOIUTH
1 pa3 B roj (IUTaHOBOE HAOIIONICHUE).

CreneHb BOCCTa-
HOBNEHUA G-LLUK

Xap-Ka anu3oga
onn

NASECE
'\ CC 6onesHu
Q‘f‘("@ 3nusoabl OMMN
© B MPOL/IOM
Y\e
(\b\c‘?e?‘ KomopbuaHocTb
\‘(\
3 Bospact
Hu3kaa
o KOMOpP6UMAHOCTb
(o)
of
2N
<\"‘Y\\A
(Q‘\(\ MepBbIii 31304,

onn

O.1y6Yyn.HEKPO3

ONMn>7 pHen Scr >25 % OT

6a3a1bHOro YPOBHA

Cr. 2 OInn KDIGO Scr <25 % o1

6a3a/1bHOro YPOBHA
OMNMN 3—-6 aHewn
Cr. 1 Oln KDIGO

Scr Ha 6a3anbHOM
YpOBHe

onn anut. 1-2 gHa

MpepeHanbHoe
onn

PucyHok 2. pynnbl pycka naumeHToB, nepeHectumx Orr.
Figure 2. Risk groups of patients after AKI.
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MHTEHCUBHOCTL MOHUTOPUHTIa

PaHblwe 1 yawe

JleyeHuve y
Hedponora

Craguma 3

bonee yactoe
obcnenoBaHve

Cragma 2
JokymeHTtnposaHue OBl

Ob6yyeHune NaumeHTa;
KOHCEHCYC B BBEAEHWM
cneumanuctamu; usberatb
HedpPOTOKCUYHBIX MpenapaTos

Cragua 1

Cragwna OBl MNHTeHCMBHOCTb HabtogeHns

PucyHok 3. IHTeHCMBHOCTL HabntoaeHe naumeHToB, nepeHecnx O,
Figure 3. Intensity observation of patients after AKI.

ANropuTM AMHAMUYECKOro HabatogeHuUna 32 NALUEHTOM,
nepeHecwum ONMMN

onn 2-3 cr. OLl,eHKa d)yHK' B
B nepunoa — »|UNK NOYEK NpU > blpa)‘KeHHaF_I')
rocnuTanMsaLmm BbINMCKE AVCHYHKLMA'

HabnoaeHne
ObcnegoBaHue B DyHRUMA LR 646 el HabnopaeHne
oyeK «— BP = Hedponora
Hedponornyeckom n < p
cTabunbHan? MPaKTAKM B ekemeca4Ho
oTaeneHnn TeyeHue 3 mec
A
JleyeHne OCHOBHOM
XBI 4-5 cr. KoHTponb HeTXBN | haronorum u muHm-
yepes 1 rog MU3aLnsa GaKTopoB

puvcka

CtabunbHan XbIM 1-3 cT.

JTabopaTopHbIV KOHTPO/Ib 33 GYyHKLMEN Novek
BK/IOYAET: OnpeaesieHne KpeaTuHUHA KPoBMy,
Hagmo,Q,EHMe RERE MOYEBWHbI, anekTponuTtos. Onpegenerne CKP
OOLUEN NPAKTUKN MO KAMPEHCY KPeaTMHUHA, @ NPU HEOBXOAMMOCTH
C MCNONb30BaHWEM UnMcTaTUHa-C

PucyHok 4. Anroputm HabntoaeHns 3a nauyeHTom, nepeHectunm OIMI.
Figure 4. Algorithm for monitoring a patient after AKI.
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ITokazarenu AJis1 KOHTPOJIS:

- BOJIEMUYECKHUH CTaTyC;

- AL

- OKT;;

- (pusnKanbHBIC IPU3HAKY THITOBOJIEMUH;

- o0l aHaIM3 MOYH + ANbOYMUHYPHS

- OMOXMMHYCECKHI aHaJM3 KPOBU: KPEaTHHHH, MO-
YeBUHA, KaJlMid, HaTpUH, TIII0K034;

- pacuet CK® no popmyne CKD-EPI.

Kontpons BomemMuyeckoro craryca mojpasyme-
BaeT M3MEPECHHE OOIIEro MOTPeONCHHsS KHUIKOCTH
3a CYyTKHM U CYTOYHOTO JAMype3a HaKaHyHe IOocCelle-
Hus Hedposora. AJl He0OXOMUMO U3MEPSThH 2 pas3a
B CYTKH (YTPOM U BeuepoM) JI0 MpueMa JOOBIX Jie-
KapCTBEHHBIX MPENapaToB: B IEPHOJ HHTCHCUBHOTO
HaAOJIONICHUS SKEIHEBHO; B MEPHOJ IIJIAHOBOTO Ha-
Omofenust — 3 pasa B HeNEJI0, a TaKXkKe MPH JI0O60M
YXyAIMIEHHH caMo4yyBCTBUA. OOmU aHaln3 Mouu
CJIEJIyeT BBINOJNHATH B TEPUO]] WHTCHCUBHOTO Ha-
Omonenust 1 pa3 B MecsIl; B IEPHOJ IUIAHOBOTO Ha-
omronenus — 1 pa3 B rox + uepes 2 Hell ToCJIe JII0O0To
3a005eBaHMs, COMPOBOXK/IAIONIETOCA TMOBBIIICHUEM
temmeparypsl Tena. DKI' B mokoe mpu OTCYTCTBUHU
YCTAHOBJICHHON NATOJIOTHHM CEPACHYHO-COCYIUCTON
CUCTEMBI 11eJ1ecO00pa3Ho BHIMOIHUTE | pa3 — B KOH-
[[e TPEXMECSIYHOTO CPOKa WHTCHCHUBHOTO HaOIIoe-
HUA; B TIEPHOJ IJaHOBOrO HabmioneHus — 1 pa3 B
rOf.

6. OPTAHU3ALNA MEOULUHCKOW NOMOLLU

e [Ipoduaktuka OIIIl. Bce GonbHBIE ¢ BIep-
Bei¢ BhIsABICHHBIM OIIIl moamekaT dKCTpEeHHOM
FOCIHUTANN3AIUN B CTAllMOHAp, pacrojararoini
BO3MOKHOCTBIO DKCTPAKOPIIOPAIBHBIX METOAOB Te-
MOKOPPEKIUH.

YpoBeHb yoeauTeabHOCTH pekoMenaanuii C

(YpPOBEHb 10CTOBEPHOCTH 10Ka3aTeJILCTB—3).

» Pexomenayercs cpeau yxe ToCIUTaTu3npOBaH-
HBIX TI0 JTI0OOMY TIOBOJlY MallMEHTOB (HE3aBUCHMO OT
(hopMBI TOCTIMTANM3AIMH — TUJIAHOBAS WJIM SKCTPEH-
Hasl) BBIJIEISITH OCOOBIE TPYIIIBI PUCKA TTAIIMEHTOB I10
passutuio OIIT

KommenTapuii:

- JIuma noxuinoro u cTapuecKoro BO3pacra;

- C Hanmu4ueM apTepraIbHON THIIOTEH3NH;

- C snmmzonom OIIII B anamuese

- C mamuuneM XbBII C3 craguu u BoIIIe

- C 3acToifHOU cepaedHON HEAOCTAaTOYHOCTHIO

- C 1ekoMIIeHCUPOBAHHBIM LIUPPO30M TIEUEHH

- C 1eKkOMIIEHCUPOBAHHBIM CaXxapHBIM JHa0EeTOM;

- C MueJIOMHOM 00J1€3HbIO;

- C mono3peHneM Ha Cericuc;

- C muenomnponudeparuBHbIME 3a00JICBaHHSIMH;

- [lociie peHTreHOKOHTPACTHOTO UCCIIEOBAHNUS C
OTHOMOMEHTHBIM BBEJIEHHEM JIFOOOTO KOHTpacTa B
oonreme 100 M u Goree.

YpoBeHnb yoenuTeabLHOCTH pexoMmeraanuii C

(YpOBEHb 10CTOBEPHOCTH 10KA3aTeJIbCTB—3).

* PexoMeHnyeTcs Tpu OINpEAEICHUN MMOKa3aHUil
JUISL TIEpeBOia B OT/EJIEHWE WHTEHCHBHOM Tepamnuu
yuntsiBath craguio OIIII, Tsxects obmiero cocros-
HUS (ONMUTYpHsi, a30TEeMHs, MOJIOCTHBIE OTEKH); Ha-
JUYre OCJOKHEHHOW 3KCTpapeHaJIbHON IMaToNOTUU
(1Iox, ocTpoe HapyIlIeHHEe MO3TOBOTO KpOBOOOpariie-
HUSI, OCTpasi cepJicyHast U/WIIM TeueHOYHasi HeJloCTa-
TOYHOCTb, CETICUC U T. 1.).

YpoBeHnb yoenuTeabLHOCTH pexoMmeraanuii C

(YpPOBEHBb 10CTOBEPHOCTH 10KA3aTeJIbCTB—3).

* PexoMeHiyeTcs npu onpeieIeHUH OKa3aHUui K
BBIMHCKE TMallMeHTa M3 MEAWLIWHCKON OpraHu3alun
y4UTHIBaTh Kputepuu paspemenns OIIII.

KomMmenTapuii: BaXHEHIIMM NPU3HAKOM HAYM-
Hatomerocs pazpemenus OIIIl MoxHO cunMTaTh OT-
cyTcTBHe HeobxomuMoctu B mpoBeneHuu 3IIT. O6
OKOHYATENIbHOM KYNHPOBAaHUU CHHAPOMA U BO3MOXK-
HOCTH BBIITMCKY MAlMEHTa MOXKHO CYAWUTH T10 CIETy-
IOIIIM TIPU3HAKaM:

- JINKBU AU OCTPOTO COCTOSIHUS, TTOCTY KHBILIE-
ro myckoBoii npuannoit OINIT;

- Crabunnzanus apTepuaibHOTO NaBJICHUS;

- BoccranoBnenue oOBIYHOTO A1 OOJIBHOTO CY-
TOYHOTO INype3a;

- JlukBumanus MOJIOCTHRIX U YMEHBIIIEHUE TICPU-
(hepUYECKUX OTCKOB;

- JIuKBUaIs a30TEMUH;

- Hopmanuzanus 37eKTpOIUTHOTO U KHCIOTHO-
LIEJIOYHOTo OajlaHca;

- Tpanchopmanust B oCTpyto OOJIE3HB TTOUEK.

7. AONOJIHUTEJIbHAA UHDOOPMALUA

e PexoMeHTyeTCsl YUUTBIBATh JOMOJHUTEIbHbIE
(axTopsl, KOTOpbIe MOTYT BIHATH Ha ucxon OTIIT.

KommenTapuii: Ha Teuenne u ucxon OIIII moryT
BIHATH (DAKTOPBI, KOTOPBIE HE OTHOCSITCS HEMOCPE/I-
CTBEHHO K €ro 3THOJOTHH. VX MOXKHO MOapa3IenuTh
Ha JIBEe Ipymnbl: (haKTOpkl, CBSI3aHHBIE C OOJIBHBIM, U
MeaUIUMHCKUE hakTopsl (Tadi. 35).

Oco0eHHOCTH JTMYHOCTH TallieHTa MOTYT BIIU-
ATh Ha OTCYTCTBUE M3MEHEHHH oOpa3a KHU3HH, He-
00XOIMMBIX B CBS3M C HAJMYWEM XPOHHYECKOTO
3a0o0sieBaHMsI, TOTOMY YTO pAacCMaTPHUBAIOT UX Kak
HeylnoOHbIe WM HeHY)XHbIe. llarueHTsl moKuiIoro
M CTapuecKoro BO3pacTa MOTYT MPUHHUMATh MOTEH-
UAIBHO He(pPOTOKCHYHBIE Mpernaparsl (Hampumep
HECTepOU IHbIe MTPOTUBOBOCHAIUTENbHbIE CPEICTBA)
unu npenaparsl, cHmxkatomue Al (mAIID, bPA), a
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Tabnuua 35 / Table 35
AononHutenbHble PpaKkTOpPbl, BAUSIOWME Ha ucxog, OMM
Additional factors affecting the outcome of AKI

®dakTopbl, CBA3aHHbIE C OOSIbHBIM
BpeaHble NpuBbIHKM

MeauvumHckune dakTopsbl

OTcyTCcTBME BbIPAOOTKM Y BONBHONO MOTUBALMA K NEYEHUIO
OTpuLaHne CUMNTOMOB UM UX 3HAYMMOCTU OCHOBHOro 3a6osieBaHus

3abbIBYMBOCTb Mo3aHee nosiBneHne NaTorHoOMOHUYHbIX a5 OMIM cumMnToMoB
HeponoHnMaHuve BpavyebHbIX NpeanucaHnii o oCHOBHOMY 3abone- | KomopbuaHocTb

BaHUIO Hanunune XBI1

CnoxHocTn Gn3nyeckoro xapakrepa (Hanpumep, cBasaHHble ¢ | Cymmaumns Nno6o4HbIX 9DPHEKTOB NPUHUMAEMBIX TEKAPCTBEH-
M0XNUM 3PEHNEM NPU BHELLHEN CXOXECTU JIEKAPCTBEHHbLIX CPEACTB) | HbIX NpenapaTos

CamoneyeHune

Tabnuua 36 / Table 36
Kputepuun kayectBa cneuuaamsmpoBaHHOW MeAULMHCKOW NOMOLLU B3POC/bIM
npuv octpom noepexaeHuu no4yek (koabl no MKB-10: N17.0- N17.2; N17.8-N17.9)

Quality criteria for specialized medical care for adults with acute kidney damage
(ICD codes-10: N17.0-N17.2; N17.8-N17.9)

N OueHka
Kputepun kavecTtsa
n/n BbIMOJIHEHNSA
1 BbInonHeH oCMOTP BpayoM-aHECTE3MON0roM-peaHMMaTosioroMm He no3gHee 1 4 oT MomMeHTa nocTynnexus B | Ja/Het
cTaumoHap
2 BbInonHeH o6wuin (KNMHNYECKNIA) aHaNM3 KPOBU Pa3BEPHYTLIV HE NO34Hee 14 OT MOMEHTa NOCTyrnneHus B cTa- | Ja/Het
LmMoHap

3 BbinonHeH aHann3 mMo4u obLmii He Nno3gHee 14 OT MOMeHTa NOCTYMNeHNs B CTaumoHap (npu Hannaum auypesa) | Ja/Het

4 BbINOMHEH aHanM3 KPoBM BUOXMMNYECKNIA [MccnenoBaHne ypPoBHS KpeaTuHMHA, MOYEBUHbI, kanus, HaTtpus B | Ja/HeT
KPOBU, NCCNEA0BAHME KOHLIEHTPALMM BOAOPOAHbBIX MOHOB (PH) KpOBK, NCCNeaoBaHME YPOBHS lakTaTa B KPOBU]
He no3gHee 14 0T MOMEHTA NOCTYNJIEHNS B CTaLMOHap

5 | BbINOSHEH BUOXUMUNYECKUI aHANN3 MOYM C ONpeaeNieHNEM KOHLEHTPALIMIOHHOMO MHAEK ca kKpeaTuHuHa (oTHolweHus | Ja/HeT
KpeaTuHMHA MO4YM K KpeaTUHVHY Mia3Mbl KPOBM), OTHOCUTENbHOWM MIOTHOCTM MOYM

6 BbinonHeHa npuuenbHas peHTreHorpadus opraHoB rpyaHoON KneTku He no3gHee 14 oT MoMeHTa noctynnexus | Ja/Het
B CTauMOHap
7 BbinonHeHo Y3W noyek n Mo4eBOro ny3bipsi C OLEHKOW YalleyHO-JI0XaHOYHOM CUCTeMbl He no3aHee 14 ot mo- | Ja/Het
MeHTa NOCTYM/IEHUS B CTaLMoHap

8 BbinonHeHa 6uonmMnegaHcoMeTpus (Mpy TEXHUYECKO BO3MOXHOCTH) Ha/Het

9 BbInonHeHa KOHCyNbTaumsa Bpaya-yponora He no3gHee 14 oT MOMEHTa YyCTaHOBNEHUS auarHosa (npw noctpe- | Ja/Het
HanbHOM OpMe OCTPOro NOYEYHOro NOBPEXOEHNS)

10 | BbinosiHeHO onpeaeneHne o6bema Mo4ym B TeyeHre 12 4 0T MOMeHTa NMoCTYMJIeHUS B CTauuoHap
11 | BbinosiHeHa oueHka Temna guypesa 3a 6 4

Ha/Het
Ha/Het

12 | JOoCTUrHYTO BOCCTAHOB/EHME Naccaxa Mo4Ym He Nno3aHee 12 4 OT MOMEHTaA NOCTYMNIEHNS B cTaumoHap (npw no- | Ja/Het
CTpeHanbHON GopMe OCTPOro NOYEYHOrO MNOBPEXAEHMS)

13 | BbinonHeHO KOHTPOJIbHOE NCCJieA0BaHMeE YPOBHA KpeaTHUHA B KDOBU HE NMO3AHEE 24401 nepsoronccnenosaHus | Ja/Het

14 | Hayata 3MT npu HanMunm abCoNOTHBLIX NMOKa3aHWi He nosgHee 1 4 OT MOMeHTa nocTaHoBKKM amarHosa OMM | da/Het
3 ctaguu

TaK)Ke JUYPETUKH B U30BITOYHOHN JJO3UPOBKE B CBA3H
C TEM, YTO HE MOMHST, IPUHUMAIIU OHHU JIEKAPCTBO
cerofgus Wik HetT. CleAyeT TakKe YUYUTHIBATh BEpO-
STHOCTh camoiiedueHusi. KiaccuueckuM mpuMepom
SIBIISIETCSL TIPUEM TPABSIHBIX COOPOB, COIEPIKALINX
cTe(aHHIO YETHIPEXTHIUUHKOBYIO 1 KUPKa30H (haHb-
13u [268, 269].

KPUTEPUM OLLEHKU KAYECTBA
MEAULIMHCKOW NOMOLLA

Kputepun oneHku kadyecTBa cClEeNUAIN3HPOBAH-
HOW MEIUIMHCKOW MOMOILHM MPU OCTPOM IOBPEKIE-
HUM [TOYEK yKa3aHbl B Ta0MI. 36.
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NMPUNOXEHUSA

Ipunoxenune A. CoctaB padoueii rpynmnsbl

Ot Acconnanuu Hedpooros Poccun u Hayunoro odme-
cTBa HepoJoros Poccun

PykoBoaurens paGoueii rpynnbl CmuphHoB A.B., 1-p
MeJ. Hayk, podeccop, aupexrop HaydHo-HccieoBaTeabckoro
nHctutyTa Hedpponormn DPI'BOY BO  «llepsrrit  CaHkT-
[letepOyprckuii rocynapcTBEHHBI MEAUIIMHCKUN YHUBEPCUTET
nmenu axanemuka M.I1. TTaBnoBay Munucrepcrsa 3apaBooxpa-
Herusi Poccmiickoit denepannu. Buie-pe3nnieHT Acconuanuu
Hedponoros Pocun n Hayunoro obmectsa nHedponoro Poccum.

Yuiensl padoyeii rpynnbl
Bara3un A.B., 1-p Men. Hayk, mpodeccop, pyKOBOIUTEIb
oT/eNla TPAHCIDIAHTOJIOTHH, HE(POJIOTMH M  XHPYpPrUYeCKOU
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remokoppekuun  I'BY3  «MockoBckuid  00macTHONW — HaydHO-
HCCIIEIOBATENIbCKUN KIIMHUUECKUA MHCTUTYT UM. M.®. Bnanu-
mupckoroy. [Ipesunent Acconmaryu Hedpoiaoro Poccum.

Tonyboes P.B., kann. men. Hayk, CT. Hay4H. COTp., 3aB.
naboparopueit [IOYEYHOU HE/I0CTaTOYHOCTH Hayuno-
nccnenoBarenbekoro nHCTUTyTa Heponoruu PI'bOY BO «Ilep-
Belii CankT-IletepOyprckuii rocynapCTBEHHBIN MeEIUIIUHCKHUH
yHuBepcuteT uMmenu akajgemuka W.I1. I1aBnoBa» Munucrepcrsa
31paBooxpanenus Poccuiickoit @enepauun.

J3aroeBa ®.Y., 1-p Men. Hayk, mpodeccop, 3aB. Kapeapoi
BHYTpeHHHX Oose3neli 5 CeBepo-OCceTHHCKON rocy1apcTBEHHOM
MEIUIMHCKOU akageMu M3 PD.

Jo6ponpasos B.A., 1-p Men. Hayk, mpodeccop, 3aMeCTUTENb
Jupekropa HaydHo-mccienoBarenbekoro HHCTUTyTa He(poJIoruu
OI'BOY BO «llepssbrii Cankr-IletepOyprekuii rocyrapcTBeHHBII
MEIMUMHCKUN yHHUBepcuTeT umeHn akaaemuka M.II. ITaBmosa»
MunucrepctBa 3apaBooxpanenus Poccuiickoii denepanun.

Karwoko W.I., 1-p men. nHayk, npodeccop, 3aBEAyrOLIHid
naboparopueil KIMHHYeCKod ¢u3nonoruu Todek HaydHo-
HcclenoBaTenbekoro HHCTUTyTa Heponorun @PI'BOY BO «Ilep-
Bolli CaHkT-IlerepOyprekuil rocyaapCTBEHHBIH MEIUIIMHCKUH
yHUBepcuTeT umeHu akaaemuka H.I1. ITaBnoBa» Munucrepcrsa
31paBooxpanenus Poccuiickoit @enepanuu.

Kotenko O.H., xans. Men. Hayk, 3aM. TIaBHOTO Bpadya 00JIb-
HHIBI 52 T. MOCKBEI, IJIaBHBIM BHEIITATHBIA CIICI[HAIKCT 10 He-
¢ponorun M3 MOCKBBL.

Kyuep A.I., n-p mexn. Hayk, mpodeccop Kadeapsl mpore-
neBTukd BHyTpeHHUX Oonesneit ®I'BOY BO «llepssiit CaHkT-
[erepOyprekuii TocynapCTBEHHBIH MEANIMHCKAI YHHBEPCHTET
umMenu akanemuka M.I1. ITaBnoBay MunucrepcTsa 31paBooxpa-
HeHus Poccuiickoit @denepauuu.

PemesoB O.B., n1-p Men. Hayk, mpodeccop, 3aB. Kadempoi y-
YeBOI ANarHOCTUKHU C JIy4eBOH Tepanueil u onkonorueii 5 Cesepo-
OceTHHCKOM rocy1apcTBEHHOI MeIMIIMHCKOM akageMuu M3 PO.

PymsinueB A.ILlL., 1-p men. Hayk, nmpodeccop kadenps da-
KyJIBTETCKOI Tepanuu MeaunuHckoro ¢akynsrera @I'BOY BO
«Cankr-IlerepOyprckuii rocynapCcTBEHHBIN YHUBEPCUTET».

Xpaoposa M.C., kaHJ. Me/I. HayK, JOICHT Kadeapsl mpore-
neBtukd BHyTpeHHHX Oonesneit ®I'BOY BO «llepsrriit CaHKT-
[leTepOyprekuii rocynapcTBEHHBI MEAULIMHCKUAN YHUBEPCUTET
umenu akaznemuka M.I1. ITaBnoBay Munucrepcrsa 3apaBooxpa-
Henus Poccuiickoit ®denepaunu.

Muaoe E.M., n1-p men. Hayk, npodeccop ®TAOY BO
[epsoro MI'MVY um. .M. CeueHOBa, IMIaBHBIA BHEIITATHBIN
crieranuct no Hedposorun M3 PO, TloderHslii npeacenarens
Accorain HedponoroB Poccun, Bune-npesunent Hayanoro
obmecTBa Hedpooro Poccum.

Ot Acconpanyu aHecTe3U0JIOroB-peanuMarosioros Poccnu n
Hanuonaibnoro O6uiecTBa cneuaIucToB B odiiacTu remagepesa
1 3KCTPAKOPNOPAILHON TeMOKOPPEeKINH

PykoBoautens paGoueii rpynnbsl IHoaymmun 1O.C., axa-

nemuk PAH, n-p men. Hayk, mpodeccop, 3aciyKEHHBIH Bpad
P®, mpopektop mo HayyHOH paboTe, PyKOBOAUTENb HayYHO-
KJIMHUYECKOr0 LEHTpa aHECTe3UOJOTMH M pPeaHUMMAaToJIOIMu,
3aBeylomuil Kadenpol aHecTe3WOJOTUH M PEeaHNMAaTOJIOTHH
OI'bOY BO «Ilepssiii Cankt-IleTepOyprekuii rocyiapcTBeHHBII
MEIUIMHCKUM yHuBepcuteT uMeHu axkagemuka V. I1. ITasnosa
Mumnznpasa PO»y.

Yiiennl padoyeii rpynnbl 0T ACCONHALUH AHECTE3HO0I0I0B-
peanumarosoros Poccun

Peii C.HU., kaun. men. HayK, CT. HAYYH. COTP. OTACICHUS JIeue-
HUSL OCTPBIX 3HA0TOKCHK030B I'BY3 « HUU ckopoii momomu um.
H.B. Cximdocodceroro J13M».

CoxonoB /1.B., accucteHT Kadeapsl aHECTE3UOJIOTHH U pea-
numaronorun ®I'bOY BO «llepseiit Cankr-IletepOyprekuii ro-
CYIapCTBEHHBIH MEIMIIMHCKUN YHHBEPCHTET UMEHH aKaJeMHKa
NL.II. ITaBnoBa MunsnpaBa PO».

SIpycroBekuii M.B., wi.-kop. PAH, n-p men. nayk, mpodec-
cop, 3amecturens gupekropa MKX um. B.U. bypakosckoro, pyxo-
BOJIUTENb OT/ICIICHHUSI TPABUAIIMOHHOI XHPYPIUU KPOBH U YHIOCKO-
i PI'BY «HMULL CCX um. A.H. bakyneBa» Munsnpasa PO.

Yiensl padoyeii rpynnsl or Hanuonanasnoro Oouecrsa
CIeUATHCTOB B 00/1acTH remadgepes3a U IKCTPaAKOPIOPAJIb-
HOIi reMOKOppeKIUH

3axapoB M.B., kaHn. Mea. HayK, 3aMECTHUTENIb HaYaJIbHUKA
kadenpsl Hepponorun u dpdepentroit Tepannn GI'EBOY BO
«Boenno-meauuunckas akagemus umenu C.M. Kuposa» Munu-
ctepcTBa 000poHbl Poccuiickoit @enepannn. [naBHbI crienma-
et MO P® no sxcTpakopnopaabHON AETOKCHKALIUH.

Coxon0B A.A., 1-p Mena. Hayk, npodeccop kadenapsl He-
¢dponorun u 3ddepentHoit Tepanmun PI'EBOY BO «BoenHo-
MeauuuHckas akagemus umenu C.M. Kuposa» Munucrepcraa
o0opons! Poccuiickoit @enepannu.
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[punoxenue b. Merogonorusi pa3padoTkum KIHHHYe-
CKHMX peKoMeHaanuii

Lenesast ayiuTopusi JaHHBIX KINHUYECKHX PeKOMeH/a-
1M

1. Anecresuonoru-peanumaronoru 14.01.20

2. Hedpomoru 14.00.48

3. Tepanents 31.08.49

4. Bpaun o6mieit nmpakruku 31.08.54

5. Xupypru 14.01.17

6. Cepaeuno-cocynuctas xupyprus 14.01.26

Ilopsinox 0OHOBJIEHMS KJIMHUYECKHX pPeKOMeHIAlMil —
nepecmotp 1 pa3 B 3 roxa.

IMpuaoxenue B. Uudopmanus g namueHTa

[ManmenTy HEOOXOAUMO 3HATB O TOM, YTO MOSIBICHUE CIIETYI0-
IIMX Kanod MoxeT ObITh nposiBnernem OINI1:

* OTEKHU CTOII, TOJICHEH, JINIIA;

* 0oMK ¥ JUCKOM(OPT B MOSCHUYHOMN 00J1aCTH;

* OBBILIICHUE APTEPUATIHHOTO [ABICHHUS, HEPEKO COMPOBOXK/Ia-
IOILIEeCs TOJIOBHBIMHU OOJISIMH, TOJIOBOKPYKEHHEM;

* U3MCHEHHE BHIa MOYH (KpacHasi, Oypasi, MyTHasl, ICHUCTas,
coziepKaIast «XJIOMbs» M 0CAIO0K);

* yMEHBIICHNE CYTOYHOTO KomndecTBa Mouu (Meree 500 mn);

* MOCTOSIHHOE YYBCTBO JKaXK/IbI;

* OJIBIIIKA.

Tabnuua 37 / Table 37

Llikana oueHkn ypoBHen AoCcToBepHOCTU Aoka3aTtenbcTB (YAA) ona metonoB npoduniakTukm,
nevyeHuns v peadbunutaumm (NpodunakTNIecKunx, 1e4eOHbIX, peadNIUTaLNOHHbIX BMELLUAaTEsIbCTB)

Scale of assessment of evidence confidence levels (ECL) for methods of prevention,
treatment and rehabilitation (preventive, medical, rehabilitation interventions)

yon4 | Pacwmndposka

1 Cuctematmyeckme 0630pbl UCCnefoBaHui C KOHTPosIEM pedepeHCHbIM METOA0M UM CUCTEMATMYECKUI 0030p paHOOMU3N-
POBAHHbIX KIIMHNYECKMX NCCNEef0BaHNM C NPUMEHEHMEM METa-aHanmsa

2 OTaenbHbIE UCCNEAOBAHUS C KOHTPOJIEM pedEPEHCHBIM METOLOM WU/ OTAENbHbIE PAHOOMN3NPOBAHHbIE KIIMHUYECKME UCCIe-
[0BaHUA 1 cucTemMaTtieckme 0630pbl UCCrieaoBaHUi NoO0ro aAmMsaliHa 3a UCKOYEeHNEM PaHAOMU3NPOBAHHbBIX KIIMHUYECKMX
nccnenoBaHui C NpMMEHEeHEM MeTa-aHanm3aa

3 MccnepnoBarus 6e3 nocnenoBaTesibHOr0 KOHTPOsS pedepeHCHbIM METOLOM U UCCNefoBaHus ¢ pedepeHCHbIM MeTOA0M,
HEe ABNSIOLMMCS HE3aBUCUMbIM OT UCCeayeMOro MeToaa, UM HepaH4OMU3NPOBAHHbIE CPABHUTENbHbIE MCCef0BaHNUS, B
TOM YUCNE KOrOPTHbIE UCCNef0oBaHUS

4 HecpaBHUTENbHbBIE UCCNEA0BAHUSA, ONUCAHNE KIIMHUYECKOro cry4as

5 MmeeTcs nuwwb 060CHOBaHNE MexaHn3ma AeNCTBUS NN MHEHME 3KCNepToB
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Tabnuua 38 / Table 38

LLikana oueHKU ypoBHel yoeauTenbHoCcTU pekomeHpauuii (YYP) ona metonoB npodpunakTtukm,
AVarHoCTUKMU, Nie4yeHus n peadbunutauum (npodpunakTnyecknx, AMarHoCTUHECKUX, Jie4eOHbIX,

peaGVInI/ITaLI,VIOHHbIX BMeulaTeﬂbCTB)

Scale for assessing levels of credibility of recommendations (CRM) for prevention methods, diagnosis,

treatment and rehabilitation (preventive, diagnostic, medical, rehabilitation interventions)

YYP

Pacwmdposka

CunbHasi pekoMeHJaums [Bce paccmaTprBaemble Kputepum addekTUBHOCTU (MCX0bl) ABASIIOTCS BaXKHbIMW, BCE MCCIIEA0BaHNS
MMEIOT BbICOKOE MW YO0BNETBOPUTEIbHOE METOA0N0MMYECKOE Ka4eCTBO, NX BbIBOAbI MO MHTEPECYIOLLMM MCXOAaM ABASIOTCS
COrnacoBaHHbIMU]

YcnosHasa pekoMeHzaumg [He Bce paccmaTpusaemMble Kputepumn apdekTUBHOCTU (MCXOAbl) ABNAIOTCHA BaXKHLIMU, HE BCE UC-
CnefoBaHNa UMEIOT BbICOKOE Wi YA0BETBOPUTESIbHOE METOL0/IOMMYECKOE KaYeCTBO U/UNK UX BbIBOAbI MO NHTEPECYIOLLUM
MCX04aM He ABMIFIOTCSA COrnacoBaHHbIMA]

Cnabas pekomeHaauys [OTCYTCTBME A0OKa3aTENbCTB HAAJeXaLlero KayecTsa (Bce paccMaTprBaeMble kputepum adpdexTvs-
HOCTM (MCXOAbI) SBAAIOTCA HEBAXHBLIMY, BCE UCC/IEA0BAHUA UMEIOT HU3KOE METOLO0SIOMMYECcKoe Ka4eCcTBO U KX BbIBOABI MO
WNHTEPECYIOLLIMM UCXOAaM He ABJIIOTCS COMacoBaHHbIMM]

PaKTOpbI pUCKa nan OunarHos ONN
«— —_—
accoUMMpPOBaHHble yCTaHOB/EH
COCTOAHUA

YcTpaHeHe/MUHUMU3aLMA AeNCTBUA
npepeHanbHbIX, MOCTPEHANbHbIX,
N peHanbHbiX GakTopos pucka ONMM

}

JleyeHre OCHOBHOrO

3aboneBaHus
OnHamunyeckoe Cragus
—
HabnogeHne onn

1 2 3
\

KoHTposb 1 JlekapcTBeHHan v

Tepanwma o

KoppeKuna BoagHO-
PpeKL A PeHaNbHbIX U T
3NEeKTPONUTHOIo

3
3KCTpapeHasbHbIX
6a
f1anca ocnoxkHeHun ONMN
\ ]
PaspeweHwne OMM

A

HabntopeHve Hedponora

PucyHoK 5. Anroputm gencTeumin Bpaya.
Figure 5. Algorithm of the doctor’s actions.
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JlekapcTBa: MOYEroHHble,
CHMXKawowwme AL

Bospact My»KcKoM
Ob6e3BoXMBaHME:
3aboneBaHue: pBOTa, AMapes,
XBMN, aHemus, CA, NPO/IMBHOW MNOT,
AT anypes > 2 n/cyt
KoHTpob KoHTpONb KoHTposnb OrpaHunyeHne
notpe6aeHus CYTO4HOTO Maccl NPOAYKTOB C BbICOKMM
SKUAKOCTH Anypesa Tena copepsaHmem
6enka Kanun HaTpus

PucyHok 6. AnropuTtm feincTeuii 6051bHOrO.
Figure 6. The algorithm of action of the patient.

Bce 511 cumnToMbl HecriepUIHBI, OJTHAKO, HEOOXOIUMO UC-
KIoUnTh uX B3aumocBsisb ¢ OINII. OcHoBoit auarnoctuku OITIT
SIBJISIIOTCSL J1a0OpaTOpHbIE ¥ MHCTPYMEHTAIbHBIC HCCIICIOBAHMS.
Kaxk mpaBmio, TpebyeTcst HabOp MPOCTHIX, AOCTYITHBIX MPOLEYD,
KOTOPBIC MOT'YT OBITh BBIIIOJHEHBI B aMOYJIaTOPHBIX YCIOBHSX:

* U3MEPEHHE apTePHAIbHOTO IABIICHHS,

* 00UMii aHAHU3 KPOBH;

* O0OIIUI aHAJIM3 MOYH;

* OMOXUMMHMYECKMI aHaJIM3 BEHO3HOW KpoBM (TOKa3aresu
(YHKIIMH TIOYEK ¥ MapKephl HapyIIeH!H 0OMEHa BEIIeCTB: Kpea-
TUHHH, KaJ1i, MOYeBask KUCIOTa, TIIIOKO3a, XOJIECTEPHH);

* YIBTPa3ByKOBOE HCCIICIOBAHUE MOYCK.

3amaya TepareBTa WM Bpada OOIICH MPaKTHKH ONPEACTHTh
JOCTAaTOYHO JIM 3TUX HCCIECJOBAHMU /I OLEHKH MeXaHH3Ma
pazsutus OIIII (mpepenanbHOE, peHATIbHOE, MTOCTPEHAIBHOE) 1
peleHns Bonmpoca o TocIuTanu3anui. B Tom ciaydae, korma 3a-
nozo3peno OINII, HeoOxXoauma KOHCYAbTaLus Hedposiora s
OMPEICTICHUS ONTUMAJIBHOM TAKTUKH JICYCHUS ¥ TPODUITAKTHKHI
ocnokHeHHH. [lanmenTy HeoOXOOMMO OCYHIECTBIATh KOHTPOJIb
AJl yTpoM 1 BeuepoM, PUKCHPOBATh KOJINYECTBO BHITUTON U BBI-
JICTICHHOM 32 CYTKH >KHJIKOCTH, K&KI0€ YTPO ONMPEICISATh MacCy
Tena (Tpolenypy HeoOXOIMMO BBIMOIHATH MOCIE ONOPOKHEHUS
KHMIIEYHUKA U MOYEBOTO My3bIps). IlomyueHHsle pe3ynbraTsl cie-
JIyeT 3aHOCHUThH B JHEBHHK, KOTOPBIH HEOOXOAUMO MPECTABIAThH
mpu ocMoTpe Bpady. [lanmeHTam ciienyeT IOMHUTH O TOM, YTO
BeIWYMHA cucToimueckoro AJl He momkHa ObITh Bbimie 140 u
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Hiwke 90 MM pT. ¢T. PekomMenayercst oOpamiath 0co60e BHUMaHUE
Ha CJICAYIOIIUE Pa3aeibl HHCTPYKIUH K TF0O0MY TIPUHIMACMOMY
JIEKapCTBEHHOMY CPEACTBY:

* [Iepel03MPOBKa;

* JICKAPCTBECHHBIC B3aUMOJICHCTBYS,

* 00OYHBIC ICHCTBHUS,

* 0coOBIe yKa3aHMs MPU HApYIICHHH QYHKINH MOYeK;

* YCIIOBUS M CPOKH XPaHCHHUS.

BaxHyro poip B Je4eHUH U TMPODWIAKTHKE OCIOKHEHUI
urpaer nuraHue. llamyeHTaM ¢ YCTaHOBJICHHBIM JHAarHO30M
OIIIT ciexyer OrpaHUYHUTH MSCHYIO THINY ¥ MPOXYKTHI, HMCIO-
e cojeHslid BKyc. ComepaHue B JUeTe MOBAPEHHOM COM He
JIOJDKHO MPEBBIIATh 5 I/cyT. B mepByto ouepesb 3To OTHOCUTCS K
TEeM, Y KOTO UMEIOTCS] OTEKH W/HIH ofibImka. Heo6xommmo momHo-
CTBIO MCKITIOUUTH KOHCEPBHL. [Ipu cyrounoMm muypese meHee 1 1
UCKJIIOUUTDH JIEKAPCTBEHHbIC IMpeIaparhl, CoAeprKallue Kajlui u
KanuiicOeperaromue AuypeTuku. OrpaHHYUTh TpUeM QPYKTOB C
BBICOKHMM COZIEpKaHUEM Kaius (cM. Tadm. 28).

Bosee TouHBIE peKOMEHAAIMU MOTYT OBITH JAHBI TOJIBKO I10
pe3ynsraTaM 00CIeIOBaH s, KOTOPBIE CIIEAYET OOCYAUTH C Jeda-
mwmM BpayoM (tabi. 37, 38; puc. 5, 6).
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[MPABVJIA J19 ABTOPOB

I'my6okoyBaskaemble aBropsl! C 2019 rona B IIpaBuia 11 aBTOpOB BHECEHBI psijl u3MeHeHul. [lepen HanpaBieHreM
pyxomucu B Pepaknuto nmpocum Bac BHUMATENIbHO ¢ HUIMH O3HAKOMUTBCS. PaboThI, oopMiteHHBIC
HE B COOTBETCTBHH C YKa3aHHBIMU [TPaBUIIAMH, BO3BPAIIAIOTCS aBTOPaM 0e3 pacCMOTPEHHS.
s ynoGctBa Barmieid paboThl Ha caiiTe sxypHauna https://journal.nephrolog.ru/ B pazaene «IIprem crareit» pa3MerieHsl
1a0JIOHBI, HCTIONB30BAHIE KOTOPBIX CYIIECTBEHHO YIIPOCTHT OATOTOBKY PyKOIHCH corntacHo [TpaBumam.

Kypnan «Hedpponorus» myOonukyeT CTaThbH 1O akx-
TYaJbHBIM BOTIPOCAM KJIHHUIECKOH U HKCIIEPUMEHTAb-
HOM HEe(hPOJIOTHH U CMEKHBIX 00IacTeil.

Wudopmanus mpeacTaBisieTcs B CISTYIOMIEM BHIC:
nepeioBbie 1 OPUIHHAJIbHbIE CTaThbU, 0030PbI, JeK-
UM, MaTepHAaJIbI ISl MOCJETHIIIOMHOTO 00pa3oBa-
HUA 1o HedpoJIoruM, HAOJIONEeHUS U3 NMPAKTHKH,
KpaTKHe CoO00IIeHns], MeTOAUYecKHe COO0OIIeHMHs,
auckyccusi M1 uHdopmanus (IMCKYCCHOHHBIC CTaThH,
peLeH3UH, THChMa B PEIAKIHIO, COOOMICHHUS O TUTaHaX
HPOBEACHUS KOH(PEPEHINH, CHMIIO3UYMOB, ChE3/I0B T10
Hedponorun B Poccun u 3a pyOexoM, OTUETHI O HUX,
AQHHOTAI[MM HOBBIX KHUT 10 Hedposoruu u T.1.), odu-
HHAJTbHBIE JOKYMEHTBI, I00HJIeH, peKjIama.

Bce cratbn, mocrynamoumue B Pegakuuio, npo-
BepsOTCsl cucTeMoii «AHTHIIaruar» (https:/www.
antiplagiat.ru/), peleH3UpYyIOTCS AByMsI JKCIIEpPTaMH,
obcyxmatorcsl Ha 3aceqanmsax Pemxomternu. [lompo6-
Hee MH(OPMAIHSI O TIOIUTHKE XKypHala pa3MelleHa Ha
caiite https://journal.nephrolog.ru/ B paznene «O xyp-
Hase».

Hanpaenas cmamoio 6 dHCypHAl, AemMopsl 2apam-
mupyom, 4mo nOOAHNble MAMEPUATbL He ObLIU patee
ONYOIUKOBAHDBL NOTHOCHBIO UNLU RO YACHIAM 6 10001
opme, 6 n11060m mecme unu na 1r0oom azvixe. Takoce
agmopul 2apanmupyrom, Ymo cmamvsa He NPeocmag-
Jena 0na paccmMompenus u nyonukauuu 6 Opy2om
Jcypnane.

K crarbe 1015kHO OBITH NMPUJIOKEHO OGUIIUATB-
HOe HANpaBJieHHe YYpPeKIeHHs, B KOTOPOM BbINOJI-
HeHa pa0ora (oOpasel COMPOBOAUTEILHOTO MHUCHMa
pa3MeIIeH Ha caliTe )KypHaia U Ha IIOCIICTHEH CTpaHuIIe
[IpaBwui). Ha mepBo#i cTpaHuIie cTaThil AOJKHBI OBITH
BH3a U TIONMHICH HAyYHOTO PYKOBOIHTEIS, 3aBEPCHHAS
KpYIVIOH IedaThlo yupexxaenus. Ha nocnenuneil crpanu-
1€ CTaThH JOJDKHEI OBITH TIONIICH BceX aBTOPOB. CTaBs
CBOIO TIOAIMUChH, KAKABIH aBTOp, TEM CAMBIM, NEPEAACT
IpaBa Ha M3JaHUE CBOCH CTaThu kypHaIy «Hedpomo-
TS,

CkaHbl yKa3aHHBIX JOKYMEHTOB ITOJDKHBI OBITH Ha-
HpaBiicHB! B PeakIiio OMHOBPEMEHHO C PYKOIHCHIO (B
¢dopmare PDF wiu JPEG; cM. O6wue npasuna). Opu-
THUHAIIBI — HAIMPABIICHBI MOYTON WM TepelaHbl JINYHO
(ecnu mpUMEHUMO).

Obuue npaguna. Pykonucs OIKHA OBITh 3arpyxKe-
Ha Ha CalT M3 JMYHOTO KaOWHETa OJHOTO W3 aBTOPOB
(caiit https://journal.nephrolog.ru/ — O xypHane —
[Ipuem crareit — OrmnpaBka crareit uru [maBHas ctpa-
HH1A, OTIPaBUTh CTATHIO).
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Bce KOMMOHEHTHI CTaTbH [0JLKHBI ObITH B
OJHOM daiine B ¢popmare doc uam docx. Ileuars
mpudpTom Times New Roman He meHee 12-To Keris
yepe3 2 MHTEpBaja C MOMsIMU 2,5 ¢cM Mo 00e CTopo-
Hbl TekcTa. OtaenbHbIMU Qaitnamu (B popmare PDF
w JPEG) 3arpyxarorca oduumanbHoe HarnpaBieHUE
YUpeXICHHs, MIepBasi CTPAHUIA CTAThH C BH30H U MOA-
MUCBI0 HAYYHOTO PYKOBOIMTEIIS, 3aBEPEHHAsT KPYIIOH
MeYaThI0 YIPSIKIACHUS, a TaKXKe MOCTCIHSS CTPAHHUIIA C
MOATHUCSIMU BCEX aBTOPOB.

Pyxonucwy cmamvu 0013icHa éKtouamsp: 1) TUTYIb-
HBIN JIUCT; 2) pedepar; 3) KiIroueBbIe ClioBa; 4) cBere-
HUs 00 aBTOpax; 5) TEKCT CTaThH; 6) TAONHUIBL; 7) UILTIO-
cTpauuy; 8) Oubauorpaduueckuii Cnucok; 9) ceeneHus
0 KOH(DJIMKTE HHTEPECOB.

Tumynonuwlii aucm 00ad4cen cooepicamsv HA pPyc-
CKOM U AHZIUTICKOM A3bIKAX:

1) manmMansl U ¢GamMUIMU aBTOPOB; 2) Ha3BaHUE
CTaThH, KOTOPOE JOJDKHO OBITH MH(OPMATHBHEIM 1 J0-
CTAaTOYHO KPATKUM; 3) MOJHOE HAa3BAHUE YUPESIKICHUS
W nozpasneicHus (kadeapsl, 1adopaTopuu u T.A.), TIe
paboTaeT Kax bl U3 aBTOPOB, TOPOJI, CTpaHa. AOOpe-
Buatypsel, Hanpumep, HUW, CIIGI'MY wu T.1., Hemo-
mycTHMBL. ECiin aBTOpOB HECKOJIBKO U pabOTAIOT OHU
B Pa3HBIX YUPESKIACHUSIX, TO MMPUBOJUTCS CIIMCOK ITHX
YUPEKICHUN C HUPPOBBIMH CCHUTKAMH MPUHAICHKHO-
CTH aBTOPOB K ONpENEICHHOMY YUpexaeHHio; 4) HWH-
¢dopmarmo 06 aBTOpe, ¢ KOTOphIM Pemakuus m yura-
TEIM MOTYT BECTH TEPENHCKy: (paMITHs, WHHUIIHAIIBI,
MOJIHBIA TIOYTOBBIA aIpec, MecTo paboThl, TeledoH,
e-mail, ORCID. Ilpu orcyrctBun Homepa ORCID* ero
HEOOXOAMMO MONTYYUTh, 3APETUCTPUPOBABIINCH HA Cali-
te https://orcid.org/. Tlpumep odopmienus nHpopma-
UK O KOHTAKTHOM aBTOpE:

IIpod. KporoB Muxaw [TeTpoBuu

197022, Poccust, Cankr-IlerepOypr, yi. JI. Toncro-
ro, 1. 17, xkopn. 54. Ilepssiii Cankr-IlerepOyprckuii ro-
CyIapCTBEHHBI MEIULMHCKUA YHHBEPCUTET UM. aKal.
W.II. IlaBnoBa, kadenpa NpONEAeBTUKH BHYTPEHHHX
oonesneit. Tei.: (812) 3463926; E-mail: krotov@mail.
ru. ORCID: 0000-0000-0000-0000

Prof. Mihail P. Krotov

197022, Russia, St-Petersburg, L. Tolstoy st., 17,
build. 54. First Pavlov St.-Petersburg State Medical
University, Department of Propudeutics of Internal Dis-
eases. Phone: (812) 3463926; E-mail: krotov@mail.ru.
ORCID: 0000-0000-0000-0000
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Ha caiime scypuana pazmeuien wiadnon ogpopmie-
HUA MUmMynbHO20 1UCHA.

Pegpepam opuTHHANBHOW CTAaThU JOJDKEH OBITH
CTPYKTYPHPOBAHHBIM U GKIIOUAMb NSAMb 00513AMENbHbIX
pyopuk: a) BBe[icHHE; 0) 1elIb UCCIIC0BAHUS; B) TAIH-
CHTBI U METOJBI (MaTepuall U METOMIbI — VIS IKCIICPU-
MEHTAIILHBIX Pa0oT); T) pe3yJabTaThl; 1) 3aKIHOYCHHE.
Pedepar nomkeH ObITh HHPOPMATUBHBIM, COOTBETCTBO-
BaTh CONCPKAHUIO CTaTb M COCTABIATH IO 00BEMY
200-250 cnog. ITocrne pedepara MOMEMIAOTCS «KJIl04e-
évte crnosa» (o1 3 1o 10 cioB), cIOCOOCTBYIONINE WH-
JCKCUPOBAHUIO CTaThU B MH(OPMAIMOHHO-TIOMCKOBBIX
cucreMax. Peghepamvi 0030p0s, nexyuii u Opyeux mame-
puanos cocmasiaomcs 6 npoussonvhol gopme. Obvem
pepepama npexcuuti — 200-250 crnos. H peghepam, u
KJI0uegble 1064 NPedCmagiaiomesa Ha pyccKkom u aH-
2NUTCKOM A3bIKAX.

Ha caime >cypuana pazmewien wiaonon ogpopmie-
Hus pepepama.

Ceedenusa 06 agmopax cmamvbu HA PYCCKOM U AH-
2N ulicKomM A3bIKax: (HaMIIHS, UM, OTYCCTBO (ITOTHO-
CTBI0), YYCHAsl CTCIICHb/3BaHUC, IOJHBIA ITOYTOBBII
aZipec yUpeXKICHHs, Ha3BaHHE YUPEKICHHUS, IOIpa3-
JIeJIeHUe, JTOJKHOCTh, Tele(oH, aapec SIIEKTPOHHON
noutel, ORCID* (mpenocrasieane ORCID sBnsieTcst
o0s3aTeNnbHBIM 711 Bcex aBTOpoB). [Ipumep odopmite-
HISI CBENICHHUH 00 OHOM M3 aBTOPOB:

[Tpod. Kporor Muxawun [lerpoBud, 1-p Men. HaykK

197022, Poccusi, Cankr-IletepOypr, yi. JI. Toncto-
ro, 1. 17, xopm. 54. [lepssiii Cankr-IlerepOyprckuii ro-
CyapCTBEHHBIH METUIIMHCKUNA YHUBEPCUTET UM. aKal.
W.I1. TlaBnoBa, xadenpa MpOIEACBTUKHA BHYTPCHHUX
oonesneit. Ten.: (812) 3463926; E-mail: krotov(@mail.
ru. ORCID: 0000-0000-0000-0000

Prof. Mikhail P. Krotov MD, PhD, DMedSci

Affiliations: 197022, Russia, St-Petersburg, L. Tol-
stoy st., 17, build. 54. First Pavlov St.-Petersburg State
Medical University, Department of Propudeutics of
Internal Diseases. Phone: (812) 3463926; E-mail: kro-
tov@mail.ru. ORCID: 0000-0000-0000-0000

Texcm opuzunansrol cmamvu 00NJCEH UMemb Clle-
OVIOUYI0 CIPYKNypY. 86e0eHue, nayueHmsl U mMenoobl
(Mamepuan u memoovl — OJisl IKCNEPUMEHMATLHBIX PA-
bom), pezytomamsi, 06cycOeHue, 3akauerue. Qoveou-
HeHue pyopux Hedonycmumo! (nanpumep «Pesynoma-
mol u obcyxcoeruen) I[lo0obHble cmamvu He paccma-
MpUBaiIomcs U He peyeH3upyIomcsl.

Pybpurayus 0630pos, nexyuil, OUCKYCCUOHHBIX CIa-
meitl, HaOMIOOeHUN U3 NPAKMUKU, MEMOOUYECKUX CO0D-
wjeHutl Modicem Ovimb NPOU3BOTLHOIL.

Beéeoenue. B HeM KpaTKO OCBEIAETCS COCTOSHUE
BOIIPOCA CO CCBUIKAMHU Ha HanOosiee 3HaYMMBbIe MyOITH-

Kaluu, (OpMyIupyeTcsi He0OXOAUMOCTb IMPOBEICHUS
HCCJICI0BAHUS U €T0 LEJb.

IHayuenmor u memoovt (mamepuan u memoovl —
013 IKCnepumenmanvHulx padom). llpusBopsrcs Ko-
JUYECTBEHHbBIE U KaUeCTBEHHBIE XapaKTEPUCTHKH OOIb-
HBIX WIH IPYTUX OOBEKTOB HCCICHOBAHUS (3JOPOBBIC
JIIONTM, SKCIEPUMEHTANIbHBIE KUBOTHBIE, MAaTOJOroaHa-
TOMUYECKHUIl Marepuan U T.A.). YIIOMUHAIOTCS BCE Me-
TOJIbI MCCIIEIOBAHUH, TPUMEHSBIINECS B padoTe, BKIIIO-
9asi METONIBI CTATUCTHICCKON 00paOoTKH maHHEBIX. [1pn
YIOMUHAHUY alllapaTypbl 1 HOBBIX JIEKAPCTB B CKOOKaX
HEOOX0IMMO yKa3aTh IPOU3BOJUTENS U CTPAHY.

Jaetcs mompoOHOe omMcaHHe CTaTHCTUYECKHX Me-
TOJOB HCCIIE[IOBaHMs: Ha3BaHUE MaKeTa MPHUKIAIHBIX
CTaTUCTUYECKUX TPOrpaMM (CTpaHa-IIPOU3BOIUTEND,
KOMIIaHHs); B KAKOM BUJIE€ IIPEACTABJICHbI LIEHTPAJIbHbIE
TEHJCHLMU B 3aBUCUMOCTH OT BHUAA paclpeleieHus
rokasaresel; Kakue HCIOJb30BaHbl KPUTEPUH MPU HUC-
MOJIb30BAHUHN KOJTMYECTBEHHBIX U KaueCTBEHHBIX TOKa-
3areied; Kakue KpUTEPUU MCIIOIb30BaHbl JUIl OLEHKU
CHJIBI B3aMMOCBSI3U MEXY MOKa3aTelsiMU; KaKie MHO-
rOMEpHbIE METO/bl UCCIEN0BaHUs NMPUMEHSIN; KpUTe-
puil OTKIIOHEHHUS HYJIEBOM CTaTUCTUYECKONU T'MIIOTE3bI.

Pesynomampr. Cienyer NpeacTaBIsATh UX B JIOTH-
YEeCKOH MOCIIeA0BAaTeIbHOCTH B TEKCTE, TAONUIaX U Ha
pucyHkax. B Tekcre He cienyeT HOBTOPSTH BCE JaHHBIE
W3 TaOIUIl U PUCYHKOB, HAaJl0 YIOMHHATH TOJBKO HaW-
Oornee BayKHBIC U3 HUX. B pucyHkax He ciexyer ayomu-
pOBaTh JaHHBIC, IPUBEICHHbIE B TaOMUIaxX. BeauunHbl
U3MEPEHUN JOJDKHBI COOTBETCTBOBaTh MeEXIyHapo-
Ho#t cucteme enuuunl (CH), 3a UCKIIOUEHHUEM ITOKa3a-
TeJel, TPaAULIMOHHO U3MEPSIEMBIX B IPYTUX €AMHULAX.
PucyHku u Tabnuibl pa3MeIarTcsl B TEKCTE CTaThU B
MECTE UX [EePBOr0 YIIOMUHAHMUSL.

Oobcyscoenue. CrieyeT BbIIETUTh HOBbIE U BaKHbIE
aCIEKTbl Pe3YyJIbTaTOB MCCIENOBAHUSA U IO BO3MOXHO-
CTH COIOCTABIIATh UX C JIUTEPATYPHBIMH JaHHBIMU. He
cleqyeT NOBTOPATh CBEASHMs, YK€ NPUBOAMBLIMECS B
paszznene «BBenenue», n moapoOHbIE JaHHBIC U3 pa3Jiena
«Pe3ynprars».

3akntuenue NOIKHO KPaTKO CYMMHUPOBATh OCHOB-
HBIE UTOTH PabOTHL. B 3TOT pa3men MOXXHO BKIIOYHTH
000CHOBaHHbBIE PEKOMEHIAIUH.

Ha caitme »scypnana pazmeuien wiadion ogpopmie-
HUA MeKCma opuUzZUHAIbHOU CIambl.

O0beM OpUIMHAJIBLHON CTaThbM, Kak IpaBUiIO, HE
JoikeH npeBblmarh 10—15 MalIMHOMMCHBIX CTpaHMIL,
KpaTKUX COOOMICHWH W 3aMETOK U3 MPAKTHKU — 6—8
CTpaHUI, JeKIUI 1 0030poB — 20-25 cTpaHwiI.

Penakuusa ocrapnseT 3a co0oil mpaBo cokpaluarb u
pEeNaKTUPOBATh CTAThHU, HE U3MEHSSI UX CMBICTIA.

K ny6nukamuu B XKypHajle NPUHUMAIOTCS OPUIH-
HaJIbHBIE CTaThH, BHITIOJIHEHHBIE HA COBPEMEHHOM Me-
TOJUYECKOM U METOI0JIOTHYECKOM YPOBHE, ¢ cOOMoe-
HUEM «DTUYECKUX MPUHIUIOB MPOBEACHUS HAyYHBIX
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MEAMLMHCKUX MCCIIEIOBAHUIN C y4acTHEM YeJIOBEKa» U
B COOTBETCTBUU ¢ «IIpaBuiaMu KIMHUYECKON IPAKTUKU
B Poccuiickoit denepanumy», Bce YIIOMSIHYTHIE B pa0oTe
JIOAM JOJDKHBI aTh WH(GOPMUPOBAHHOE COINIACHE Ha
ydacTHe B ucciieioBaHuM. Hay4uHo-ucciaenoBaTenbckue
MPOCKTHI, TPEOYIOIIUE HCIONB30BAaHMUS DKCIIEPUMEH-
TaJbHBIX KUBOTHBIX, JOJDKHBI BBIIOJIHATHCSA € COOIIO-
JICHHEM TPUHIUIIOB TYMaHHOCTH, M3JIOKCHHBIX B JIH-
pekxruBax EBpormeiickoro coobmectsa (86/609/EEC) u
XenbpCUHKCKOM JIeKIIapaluy, B cooTBeTcTBHH C «IIpaBu-
JaMH MPOBeZeHUs paboT ¢ MCIOIB30BAHUEM JKCIIEPHU-
MEHTAJIbHBIX JKHBOTHBIXY.

Bce MenmkaMeHTBHl U M3JETUS MEIUIMHCKOIO Ha-
3HA4YCHUS, UCIIOJIb3YEMbIC B UCCIICIOBAHUSX, JTOKHBI
UMETh COOTBETCTBYIOUIYIO PETHCTPALUIO U CepTH(H-
KAaTBI.

[Ipu nyOnukanuu pe3yabTaToB KIMHUYECKOTO HC-
CJICIOBaHUs (HAayYHOE MCCIIEIOBAHHUE C yYacTHUEM JIIO-
Jeid, KOTOPOE MPOBOIMTCS C IEIbI0 OLCHKH d()(EKTHB-
HOCTH ¥ O€30MacHOCTH JICKAPCTBEHHOrO Mperapara)
HEoOX0IMMO yKa3aHHe Ha pa3pelleHre COOTBETCTBYIO-
1Iero OTU4ECKOro KOMUTETA.

[Ipu ynomuHanuu paMuiIni OTAEIbHBIX aBTOPOB B
TEKCTE UM JIOJDKHBI MIPE/IIECTBOBATh HMHUIIUAIBI (MHHU-
oUasl U (aMIJIHUA HHOCTPAHHBIX aBTOPOB MPUBOISITCS
B OPUTHHAIBHOHN TpaHCKpunuun). Ecnu crares Hanmca-
Ha Oosiee yeM JIByMs aBTOpaMH, B TEKCTE yKa3bIBalOTCS
WHUIMAIBI U (GaMIITUS TOJIBKO TIEPBOTO aBTOpA, MOCIe
KOTOPOM CIIEAYET «H COABT.)».

B Tekcre crathu OuOnmorpaduyeckue CChUIKH Ja-
FOTCsl apaOckuMu IudpaMu B KBaJIpaTHBIX CKOOKax. B
oubnuozpaghuueckuii CNUCOK He ciedyem GKIIOUANb
CCHUIKU HA OuUCCEpMAayuoOHHble PAdOmvl U Me3uUcl
KOoHgpepenyuil, Tak KaK U PELCH3CHTOB O3HAKOMJIC-
HUE C HUMU 3aTPYIHUTEIBHO.

Taénuypt. B TexcTe cTaThy TaOIHIBI PacoiararoT-
cs B MecTe IepBOro ux ynomuHanusa. Kaxnas tabnu-
I1a TIeYaTaeTCs Yyepes3 /ABa MHTEPBaa M JOIDKHA UMCETh
Ha3BaHUE U MOPSAKOBBINA HOMep. Hymeparuio cienyer
BBIMOJIHATh apaOCKUMK MHU(paMH, MOCIEI0BATEIbHO,
[0 Mepe HMCIONb30BaHUs Tabmul B Tekcre. Kaibiit
cToJIOeI] B TaOIUIle JOJDKEH UMETh KPAaTKUH 3aroJIOBOK
(MoxHO ncronb30BaTh ab0peBuarypsl). Bee pasbsicHe-
HUS, BKIIOYas pacmupoBKy abOpeBHaTyp, HAJIO0 pas-
MeliaTh B cHockax. HeoOxonuMo Bcerja ykasblBarh, B
KakOM BHJIC TIPE/ICTaBJICHBI B TaONHIlE IIEHTPabHBIC
TEeHICHINH (CpemHssi apupMeTHIecKas+ommoKka cpe-
HEH  T.11.), BEIMYHHY OKA3aTeNsl CTAaTUCTHYCCKON 3Ha-
qyumMocTH. [Ipu nabope mabiuy ne HadO UCNONL308AMD
CUMBOTBL, UMUMUPYIOWUe TUHEUKU (NCces0ocpapuxy,
oeqhuc, cumeon nooueprusanus). Hazeanue maoauuyvt
U npumMeuanusn K Heil 001NHCHbl Oblmb nepesedensvl Ha
AH2NUTCKUTL A3DIK.

Hnntocmpayuu (puCyHKH, CXEMBI, JHATPaMMBb)
pacronaraiorcs B TEKCT€ CTaTbU B MECTE€ UX IEpBOrO
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ynomuHanus. Hymepanus — apaOckuMu uQpamu, mo-
CIIeIoBaTeNbHAS, TI0 MEepe yIIoOMUHaHus. MmocTpannu
JOJDKHBI OBITh TPEICTABICHBI B JJICKTPOHHOM BHIC B
¢dopmare *TIF, *JPG (dotorpadun — Tomasko B hopma-
te *TIF), He DOMKHEI OBITH TIEPETPYKESHBI TEKCTOBBIMU
HaanmucsaMu. [lonmucn K MIUTIOCTpalUsM IeYaTaroTCs
4yepe3 nBa WHTEpBaia. [lommuck K KaXIOM PUCYHKY
COCTOWT W3 €r0 Ha3BaHUS M «ICTCHJbD) (OOBSICHEHUS
JacTeil pUCYHKa, CHMBOJIOB: CTPEJIOK U APYTHX €r0 Je-
taneit). B momnucesax k MukpodoTorpadusM Hamo yKa-
3BIBaTh CTCIICHb YBEIMUCHHUS, CITIOCO0 OKPACKH WITH HM-
npernaunu. Hazeanusn unnocmpayuii u npumeuanuil
K HUM, MEKCH «11€2eHObL» 00IHCHBL Dbl NEPesedeHbl
Ha QH2UTICKUTL A3bIK.

Wiroctpanum, Kak MpaBWIO, ITyONHKYIOTCS B
4epHO-0CTIOM BapHaHTE, YTO HEOOXOANMO YUUTHIBATH
IIPU MapKUPOBKE CTOJIOMKOBBIX AHArpaMM U IpaduKoB.
Hnniocmpayuu moeym 6v6ime 0nyonuKosaHul 6 YEemHoM
gopmame 3a cuem agmopos. ABTOPHI, KEIAIOIHE O~
MECTUTh WUTFOCTPAIIMUA B TaKOM BHJIC, JOJDKHBI MpeE-
BapUTEIIHHO COITACOBAaTh JIaHHEIH BoIpoc ¢ Pemakiueii.

Hcmounuk ¢unancupoeanua. llpuBonsrcs naH-
Hble 00 MCTOYHUKE (DMHAHCUPOBAHUS (€CIIN MUMEETCS).
Hanpumep: «Pabota BeimonneHa npu noanaepxke Poc-
cuiickoro QoHma QyHIAMEHTAIBHBIX HCCICIOBAHUMN
(rpanTtbl Ne 97-04-49434 1 00-04-49548)».

Buipascenue npusnamensnocmu. Ilocne pasnmena
«3axIroucHue) aBTOp (ABTOPHI) MOTYT: BBIPA3UTh IIPHU-
3HATENBHOCTH 338 HAYYHYIO WIIM TEXHHYCCKYIO IIOMOIIH
B CO3JIAHUM CTAaThH; MMOOIArOAAPUTH 3a MPEAOCTABIICH-
HYI0 (PMHAHCOBYIO U MaTepPHATBHYIO MTOIICPIKKY C yKa-
3aHHEM €€ XapaKTepa; PacKpbITh (PUHAHCOBBIC OTHO-
IICHUsI, KOTOPBIE MOTYT IOBJEYb 338 COO0H «KOHMIUKT
uHTepecoBy (cM. «KoH(IHUKT HHTEpECOBY).

B sToM paznene MoryT ObITH Ha3BaHBI JIHIA, BHEC-
IIME MHTEJJICKTYalIbHBIA BKJIAJ] B HAIIMCAHUE CTaThu (C
YKa3aHUEM MX POJIM WM XapaKTepa BKIana), KOTOPBIi,
OJTHAKO, HE OBLI JOCTATOYHBIM JJIsi BKIIIOYCHHUS UX B
YHCJIO aBTOPOB. XapaKTePUCTUKA MOXKET OBITh, HAIIPH-
Mep, CIEAYIOIEH: «HAyIHBIN KOHCYNBTAHTY, «PEICH3H-
pOBaHHE TPOCKTA HCCICAOBAHUY, «ydacTHe B cOope
JAHHBIX» MM «y4acTHE B KIMHHUYECKOM HCCIIEeIOBa-
HUMy». Takue auna JODKHEI JaTh MUCHMEHHOE CoTIacue
Ha 00HapOOBaHHE CBOMX MMEH. ABTOPHI HECYT OTBET-
CTBEHHOCTH 32 €r0 IOJyYCHHE, TaK KaK YHTATEIUd MO-
TYT CIIEJIaTh 3aKII0UCHHUE 00 0T0OPECHUN STUMH JTIOABMHU
MPE/ICTABICHHBIX JAHHBIX WM BHIBOJOB CTaThH.

Bbubnuozpagpuueckuii cnucox mnedaraercs uepe3
2 WHTepBaia, KAKIbIH HCTOYHUK C HOBOW CTPOKH ITOJ
MOPSIAKOBEIM HOMEPOM. B cnuicke éce pabomel nepeuic-
JIAIOMCS1 8 NOPSIOKE YUMUPOBAHUSL (CCOLIOK HA HUX 6 MeK-
cme), a He no anghasumy hamunuii NePevIx agmopos.

He cremyer Britouats B OuOMuorpadgpuaeckuii CIia-
cok aBropedeparsl KaHTUAATCKUX U JTOKTOPCKUX JIHC-
cepTanui, Tak KaKk UX OCHOBHBIC PE3YIBTAThI JOJDKHEI
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OBITH OITyONMKOBaHBI B XKypHaiax u3 crucka BAK (ato
OJIH M3 CIIPABEJTUBBIX CIIOCOOOB YBEINYCHUS HMITAKT-
(axTopa HaygHOTO )KypHana). Takke HEe CIeAyeT BKITIO-
4arh B OMOIHOTpaguuecKuii CIIMCOK TE3UCHI JOKIIAI0B,
TaK Kak JUId PELEH3EHTOB O3HAKOMJICHHE C HUMH 3a-
TPYIHHUTEIHHO.

bubnumorpaduvecknii CIUCOK MOMKEH CONEPKATh
B OCHOBHOM CCBUJIKH Ha ITyOJIMKaIllUK HE cTapiie 5 JIeT.
Yucio ccputok Ha Jto0ble myonukanuu crapmie 10 et
He MoxeT mpeBbimark 20 % ot Oubnuorpaduyueckoro
cnucka. [IpuBeTCTBYIOTCS CCBUIKM Ha CTaTbU, OMyOIu-
KOBaHHBIC B )KypHaje «Hedpomorusy».

Ilopsaook  cocmagnenus  oOudAUOZPAPUYUECKO20
cnucka cnedyrwowiuii: a) amunua(u) u unHuyuavl
asmopa(08) Knuzu uiu cmamou; 0) Hazeanue KHUU
unu cmamou; 8) evixooHusle oannvte; 2) DOI (Digital
Object Identifier, ynukampHbIi 1E(GPOBON HACHTH(HKA-
Top ctathl B cucteme CrossRef). IIpoBepsars Hammune
DOI caenyer Ha caiire https://search.crossref.org/. s
nonyueHuss DOI HykHO BBeCTHM B IIOMCKOBYIO CTPO-
Ky Ha3BaHWe NyOJMKAallMKM Ha aHIIMKCKOM fA3bike. Ilo-
JaBJsIoIee OONBIIMHCTBO 3apYOCIKHBIX JKYpPHAITBHBIX
CTareil ¥ MHOTHE PYCCKOS3bIUHBIC CTAaThH, OMYOJIUKO-
BaHHbIe Tocsie 2013 roxa, 3apernucTpupoBaHbl B CUCTE-
Mme CrossRef n umeror yaukansasiii DOL

[Ipu aBTOpCKOM KOJIEKTUBE 10 4 4€JI0BEK BKIIIOUYM-
TEJIbHO YIIOMHHAIOTCS BCE aBTOPbI (C MHUIMAJIAMU T0-
cie damunun. [Tpodenbl 1 TOYKH MEXIy WHUIHATIAMH
He craBarcs). [Ipu OGoNbLIIMX aBTOPCKUX KOJJIEKTHBAX
YIOMHHAIOTCS TPU TIEPBBIX aBTOpa MU JIOOABISIETCA «H
Ip.» (B MHOCTpaHHOM yuTeparype «et al.»). B Hekoro-
PBIX CllydasiX, KOrja B KaueCTBE aBTOPOB KHHT BBICTY-
MAIOT UX PSAAKTOPHI MIIM COCTABUTEIIH, ITOCIE (haMIITHU
MOCTICTHETO M3 HUX B CKOOKAX CIEIyeT CTAaBUTh «PE..»
(B mHOCTpaHHBIX cchUIKax «ed.»). [locne wHMIMAIOB
MTOCTICTHETO aBTOPA MIIH MOCIE «H Ap.»/«et al.» cTaBUT-
Csl TOYKA Ui TOTO, YTOOBI BBIACIUTH Hayaslo Ha3BaHUs
cTatbl. Toyka @ Komye noiHoz2o onucanus odubnuoepa-
uuecko2o ucmoyHUKa He CmasumcsL.

Aemopbl Hecym omeemcmeenHoCmb 3a NPAGUTIb-
HOCMb 0hopmaeHUA CCOUIOK U, C1e0068amenbHO, 603-
MONHCHOCb UX KOPPEKMHO20 PACNO3HABANUA U AGINO-
Mamuyueckozo yumupo8anus.

Cebliku na scypranvHslie cmamou. B Oubnuorpa-
(IYeCcKOM OIMCAHHUHU CTAaThU U3 XKypHaia (IOCie ec Ha-
3BaHUs) MPHUBOIUTCS COKpAIICHHOE HA3BAHWE KypHAJIa
(xypcuBOM) ¥ "epe3 mpodert rox u3IaHus (MeXIy HIMHU
3HAK MMPEMUHAHUS HE CTABUTCS), 3aT€M ITOCIIE TOUKH C 3a-
sITOM, 63 Mpodesnia — TOM ¥ HOMep JKypHana (W, eclin
npuMeHnMo, — Ne Toma, B ckoOkax No skypHana, Takxke
0e3 mpoOeIoB), mocie BoeTouns Oe3 mpoodena ciaemyer
yKa3aTh CTpPaHUIB! (TIEPBYIO M TIOCICTHIOI Yepe3 Je-
(uc 6e3 mpobeno). B onucanusax crareit U3 )KypHAJIOB,
VMMEIOIIUX CKBO3HYIO HyMEPAITHIO CTPAHUIL Ha MPOTSKE-
HUM TOMa, yKa3aHHE HOMeEpa >KypHajia HeoOs3aTesIbHO.

Has3Banust oTedecTBEHHBIX KYpHAJIOB B OHOMHOrpadu-
YECKOM CITHCKE CIEIYeT MPUBOJWUTH B OOIICTPUHSTHIX
COKpAIICHHSIX, THOCTPAHHBIX — B IPHHATHIX B PubMed.

[TpuMep cChUTKH Ha aHDIIOSI3BIYHYIO CTAThIO:

1. Suissa S, Kezouh A, Ernst P. Inhaled corticoste-
roids and the risks of diabetes onset and progression.
Am J Med 2010;123(11):1001-1006. doi: 10.1016/j.am-
jmed.2010.06.019

CCBUIKY Ha PYCCKOSI3BIYHBIC HCTOUHUKH IIPHBOJISTCS
HE TOJILKO Ha S3bIKE OPUTHHANA, HO M Ha aHTIIMHCKOM
SI3BIKE. AHIIOSA3BIYHAS YAacTh IOJDKHA HAXOIUTHCS C
HOBOM CcTpoKH, Oe3 HOBOTO HOMepa. B camom ee koHIle
B KpyIJIbIe CKOOKH ITOMEIIAIOT yKa3aHUE HAa MCXONHBIN
s3Ik opuruHaia (In Russ.). doi (mpu Hanmuuum) crnemyer
YKa3bIBaTh B KOHIIE CCHUIOK.

damMuIUM 1 WHUIMATBI BCEX aBTOPOB U Ha3BaHHE
CTaThH HA AHIIMHACKOM SI3BIKE CIICAYET MPUBOIMTH TaK,
KaK OHHU JlaHbl B OpPUTHHAIBHON MyONUKaluu. YTOY-
HUTH JAHHBIE MOXKHO Ha caiite Hay4Hoil 351eKTpOHHOU
oubmmorexu (https://elibrary.ru/) wunm cobcTBEeHHOM
caifre )xypHana. Ha3anue xypHasia TOJDKHO COOTBET-
CTBOBaTb BapUaHTy, 3apeructpupoBaHHomy B ISSN.
MHorue caifThl )KypHaJIOB pa3MeNIaloT Ha CBOUX CTpa-
HUIIaX YK€ TOTOBBIC CCHITKH JUIS IIUTUPOBAHUS (PYCCKO-
U aHrIos3eraHbIe). [locie Ha3BaHUS XKypHAIa — BBIXOJI-
HBIC JIaHHBIE (CM. BBITIE). EClTn OpuTrHHAIBHBII TIEpeBOJ
METaJaHHBIX Ha aHITHACKUH S3bIK IO KAKAM-TO TPUYH-
HaM HEJIOCTYTICH, CJIEIyeT BBIMOIHUTH MEPEBOJ Camo-
cTosiTenbHO. [IpaBIIIbHOCTE TIEpeBOIA SIBISCTCS] OTBET-
CTBEHHOCTBIO aBTOPOB.

[Mpumep CChUIKH Ha PYCCKOSI3BIYHYIO CTAThIO MTPU Ha-
JIMYUH aHTJIOS3BIYHBIX JJAHHBIX B HCXOIHOM TeKcTe U doi:

1. Myxun HA, Bornanosa MB, Pamees BB, Ko3nos-
ckas JIB. AyToBocnamuTenbHbIe 3a00I€BaHUS U MTOpa-
KeHust mouek. Tep apx 2017;89(6):4-20. doi: 10.17116/
terarkh20178964-20

Mukhin NA, Bogdanova MV, Rameev VV, Ko-
zlovskaya LV. Autoinflammatory diseases and kidney
involvement. Ter arh 2017;89(6):4-20. (In Russ.) doi:
10.17116/terarkh20178964-20

[IpuMep CCBIIKM Ha PYCCKOS3BIUYHYIO CTaTbhlo,
omyONIMKOBaHHYIO B kypHane «Hedpomorus»:

1. Haroumn IOB. He¢pomorus u dynnamen-
TanpHas Hayka. Hegponozus 2012;16(1):9-21. doi:
10.24884/1561-6274-2012-16-1-9-21

Natochin YuV. Nephrology and fundamental sci-
ence. Nephrology (Saint-Petersburg) 2012;16(1):9-21.
(In Russ.) doi: 10.24884/1561-6274-2012-16-1-9-21

Touxa 6 Konye nonHoco onucauus bubauocpaguye-
CKO20 UCMOYHUKA He CIASUMCSL.

Ccoviika nHa kHuzy. B oubnuorpaduueckom omnuca-
HUM KHUTH (TIOCJIe Ha3BaHWs) IPHUBOMIATCS HA3BAHUE
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U3IaTeIbCTBA, TOPOI, TOM U3MAaHU (BCE Yepe3 3aIITyI0
1 TIpo6eIT), TocIie TOUKHU ¢ 3alsATol yepe3 mpobern — Ho-
Mepa CTpaHHI depe3 Ae(uc, Ha KOTOphIE KOHKPETHO
CchUIaeTcsl aBTOp (MM yKazaHUE OOIIEro KOJHMYeCTBa
CTpaHHI] B KHHUTE, €CITH CChUIKA JaCTCsI Ha HEe B IIETIOM).
Ecnu ccputka maeTcst Ha IVIaBy W3 KHHUTH, CHadajga yIo-
MHUHAIOTCS aBTOPHI M HA3BaHUE TIIABBI, IIOCIIC TOUKH — C
3arnaBHOW OyKBBI cTaBUTCS «B:» («In:y») u pamumusi(u)
aBTOpa(OB) WJIH BBICTYIIAIOIIETO B €r0 Ka4eCTBE pelaK-
TOpa, 3aT€M Ha3BaHWE KHUTH M BBIXOJHBIC TaHHBIC €e.
Ha3Banme KHUTH BBIAEISIETCS KypcHBOM. B koHIe B
KpyIJIble CKOOKH TOMEIIAI0T yKa3aHWe Ha MCXOIHBIN
si3pik opurrHana (In Russ.).

[Ipumepst:

1. Bonommn AU, Cy66otun FOK. boresus u 300-
posbve: 08e cmoponsl npucnocobnenus. Menununa, M.,
1998; 5-17

Voloshin A, Subbotin JuK. Disease and health: two
sides of the adjustments. Medicina, M., 1998; 5-17 (In
Russ.)

2. Hoznpauer AJl. dyHKIMoHANBHAST MOPQOIOTHS
cepueuHo-cocyauctoi cucremsl. B: Hazos EU, pex. bo-
J1e3HU 0peaHo8 kposoobpawenus. Menuuuna, M., 1997;
8-89

Nozdrachev AD. Functional morphology of the car-
diovascular system. In: Chazov EI, ed. Diseases of the
circulatory system. Medicina, M., 1997; 8-89 (In Russ.)

3. Ringsven MK, Bond D. Gerontology and leader-
ship skills for nurses, 2nd ed. Delmar Publishers, Al-
bany (N.Y.), 1996; 44-50

4. Phillips SY, Whisnant YP. Hypertension and
stroke. In: Laragh YH, Brenner BM, eds. Hypertension:
pathophysiology, diagnosis and management, 2nd ed.
Raven Press, New York, 1996; 465-478

Kongpnuxkm unmepecoe. B cooTBeTcTBUH C pEKoO-
MeHIAIMAMU MeXTyHapOIHOTO KOMHTETa PEIAKTOPOB
MEIUIMHCKUX KypHanoB [International Committee
of Medical Journal Editors. Uniform requirements for
manuscripts submitted to biomedical journals: writing
and editing for biomedical publication. URL:http://
www.icmje.org/index.html (Updated April 2010)] xon-
(IIUKT MHTEPECOB, KACAIONIMICS KOHKPETHOH PyKOMH-
CH, BOHHKACT B TOM CIIy4ae, CCIIH OAWH U3 yYACTHHKOB
IpoIiecca perieH3NPOBAHNS WIH ITyONIuKauyu — aBTop,
PELEH3EHT WX PEHaKTOpP MMeeT 00s3aTeIbCTBa, KOTO-
pBIe MOTJIH OBl MOBIHSITH HA €r0 WM €€ MHEHHE (Iaxe
€CIIM ATO M HE MPOUCXOAUT Ha caMoM jeine). dunanco-
BbIC OTHOIICHUS (HAPUMED, CBSI3aHHBIC C TIPHEMOM Ha
paboTy, KOHCYIBTAISIMH, BJIaICHUEM aKIHsSIMH, BBITLIIA-

TOW TOHOPAPOB U 3aKIIOUCHHUSMH JKCIIEPTOB), MPSIMBbIC
WK Yepe3 OMM3KUX POJCTBEHHUKOB — HanboJliee yacTas
NpUYMHA BOSHUKHOBEHHS KOH(IMKTa MHTEpEcOoB. Tem
HE MEHEe BO3MOXKHBI M IPYTHE MPUYHHBL: THYHBIC OTHO-
IICHUsSI, HAy9HOE CONEPHUYESCTBO U MHTCIUICKTYaIbHBIC
MIPUCTPACTHSI.

JloBepue 00IIECTBEHHOCTH K IPOLIECCY PELCH3HPO-
BaHUS U IOCTOBEPHOCTH MyOJIIMKYyEeMbIX CTaTeil 4acTHy-
HO 3aBHCUT OT TOTO, HACKOJIBKO YCIICIIHO IpobieMa
KOH(DJIMKTa WHTEPECOB peliaiach BO BpeMs MX Halld-
CaHMs, PCUCH3WPOBAHMSI W penakTupoBanus. llpen-
B3SITOCTh B CTaTbe YaCTO MOXKHO BBISIBUTh M YCTPAHUTh
IPU TIOIATCIFHOM U3YYCHUH UCIIONB30BAHHBIX HAYYHBIX
METO/IOB M BBIBOJIOB. [IpenB3arocTs, cBsi3aHHYIO C (u-
HAHCOBBIMH OTHOIICHHSMU U HX BIIHSHUSIMU, BBISIBUTH
ropasfo TpygHee. YUacTHHKH IpoIecca pPEeLCH3HPO-
BaHMS W IyOIMKAIMK JOJDKHBI COOOINATh O HAIMYUAU
KOH(ITUKTA HHTEPECOB. JTa HHPOpMAnus JOKHA OBITh
JIOCTYITHOHM, YTOOBI MOXXHO OBLTO OIICHHUTH CTEHCHB
BIHSTHUS ATOTO KOH(puKTa. XKypHan «Hedponorus» He
NPUHUMACT CTaThH OT aBTOPOB, UMCIOUIMX KOH(MIHKT
WHTEPECOB.

Ilopsiook nyonukayuu cmamei. Kax mpasuiio,
CTaThH, HANPaBJICHHBIC B KypHAII, MyOJIUKYIOTCS B TIO-
panke noctymieHus B Pemakuuro. Ilpu npouux pagnuix
VCA0BUAX NOONUCHUKU (MO NPEOOCMABNIeHUI0 KCepo-
KOnuu NOONUCHO20 abOHeMeHmAa) UMelom npago Ha
nepeoouepeonoe pasmeujerue mamepuanos. Ilpn 3tom
MPEUMYILIECTBO OTAACTCS TOKTOPAHTAM, aCIIUpaHTaM U
COMCKATelsIM B TOM CIIydae, €CIIMd OHHU SIBJISIFOTCS TOJI-
MUCYHKaMU JKypHaa. Takke BHE odepenu MOTYT OBITh
OITyOJIMKOBAHBI CTAaThH, TTOJTOTOBIICHHBIC 0 3aKa3y Pe-
nmakimu xKypHana «Hedpomorus.

Ilnama 3a nyonuxayuio. IIpu coOMIONCHUY BCEX BBI-
nrenepedrciacHHbIX [IpaBrt myOmuKamms CTaTbl B XKyp-
Haie «Hedposorusy sBiseTcs OecIuiaTHOM 1711 aBTOPOB
U YUPSIKACHHH, B KOTOPBIX OHU paboTaroT. Pemakims mMo-
KET MOTPeOOBAaTh OILIATY B CIICAYIOUINX CIyJasX:

1.  3a myOnuKanuio MBETHBIX MILTIOCTPAITUH.

2. Ilpu GONBIIOM KONMHYECTBE MILTIOCTPATUBHOTO
Matepuana (CBbIIIE § WILTIOCTPAIIHii).

3. 3a myOnuKanuio ctarei, HOCAIIMX PeKIaMHBIN
Xapakxrep.

HNudopmanus o moJIMTHKE KYPHAJIA, BKIIIOYAs DTH-
Ky IyONHKaIWid, peleH3NPOBaHUE U PEIaKTHPOBAHHE,
aBTOPCKOE TIPaBO U Mpoyee, MOAPOOHO pa3MelIeHa Ha
caifre https://journal.nephrolog.ru/ B cOOTBETCTBYyIO-
meM paszene (cM. pasznen «O xxypHane» — «llomuTnka
JKypHaa).

Anpec pepakuuu: 197101, Caukr-MeTepOypr, yn. JibBa Toncrtoro, a.17,
MCN6rmMmy wm. akan. U.M. Naenoea, kopnyc 54, xxypHan «<Hedponorus».
TenedoH: (812) 338-69-01; dpakc (812) 338-69-15
E-mail: journal@nephrolog.ru
nHtepHeT-caunT: http://journal.nephrolog.ru
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OBPA3EL[ COITPOBOJAUTEJBHOI'O ITMCEMA
(pa3meriieH Ha caiiTe http:/journal.nephrolog.ru)

PexBU3HUTHI HANTPABIISIIOLIETO YUPEKACHUS I'maBHOMY penakTopy
xypHana «Hedpomorus»
npodeccopy A.B. CMmupHOBY

ConpoBoauTesibHOE MMCbMO K HAyYHOM CTaTbe

Hanpasnsiem HayuHyto ctathio (PO Bcex aBTOpoB, Ha3BaHUE CTaTbU) 111 Oy OJIMKOBAHMS B XKy p-
Hane «Hedpomorus» (ISSN 1561-6274), Bxonsmem B [lepeueHs sxypHanoB, pekoMeH10BaHHBIX BAK
MunoOpnayku P® st myOnukanuy 0CHOBHBIX IMOJIOKEHUN AUCCEPTALIMIOHHOTO UCCIIEIOBAHMS.

HacrosmmmM nuceMoM rapaHTUpyeM, YTO pa3MelleHre HayqyHoH cTaThi B )KypHaie «Hedpomorus»
HE HapyllaeT HUYbUX aBTOPCKUX MpaB. ABTOPBI TaKKe IapaHTUPYIOT, YTO CTaThsl COAEPKUT BCE
MIPEAYCMOTPEHHBIE JEUCTBYIOLINM 3aKOHOIaTEIbCTBOM 00 aBTOPCKOM IPaBE€ CChUIKM Ha IIUTUPYEMBbIX
aBTOPOB M M3/1aHUs, a TAKXKE HCIIOJIb3YEMBIE B CTAaThe PE3yNbTaThl U (PAKThI, MOTYyYEHHbIE APYTHUMU
aBTOpaMH WM OpraHu3alysMu. ABTOpPbI HECYT OTBETCTBEHHOCTb 3a HAyYHOE COAEP)KaHUE CTAaTbU U
rapaHTUPYIOT OPUTMHAIBHOCTH MpefocTaBiIsieMoro Marepuaia. Crarbs HE BKIIIOYAET MaTepHalibl, HE
MOITIeKAIINE OMYOIMKOBAaHUIO B OTKPBITOM NIEYaTH, B COOTBETCTBUH C JICHCTBYIOIINMHI HOPMATHBHBIMU
aKTaMH.

Hanpagsnss pyxonuch B xypHan «Hedpomorus», aBTopsl, TEM caMbIM, COTJIAIIAIOTCS Ha Iepeaady
KypHaJly aBTOPCKHX IIpaB B 00bEME U HA YCIIOBUSX, U3JI0KEHHBIX B [IpaBuax 11t aBTOpoOB KypHaiia
«Hedpomorus».

ABTOpBI IEPEAOT HA BECH CPOK JCHCTBUS NCKITIOUUTEIbHBIX ITpaB )KypHaiy «Hedpomorus» mpa-
Ba HA UCIOJIb30BaHNE HAyYHOM CTAThU IIyTEM €€ BOCIPOU3BEACHMS, UCIIOIb30BaHMsI HAYYHOU CTaThU
LEJIUKOM WM (parMEHTapHO B COYETAHUH C JIFOOBIM TEKCTOM, (OTOrpadusIMH HITH PUCYHKaMH, B TOM
YHClie IyTEM pa3MelleHUs TOJTHOTEKCTOBBIX CETEBBIX BEpCHil HOMepoB Ha VIHTepHeT-caliTe KypHaia
«Hedpomorus».

ABTOpBI B COOTBETCTBMM CcO CT. 6 @DenepanbHOro 3akoHa «O IMEpPCOHAJBHBIX JAHHBIX» OT
27.07.2006 1. Nel152-®3 cornacHbl Ha 00pabOTKy CBOMX MEPCOHATBHBIX JaHHBIX, @ UMEHHO: (haMu-
JMsI, UMsI, OTYECTBO, YUCHAS CTETICHb, YUEHOE 3BaHHE, JIOJDKHOCTH, MecTo(a) paboThl M/ olyde-
HUS, KOHTAKTHast HHGOPMALUS 110 MECTy pabOThl H/HIU 00y4YeHHs, B LEJSIX OMyOTUKOBAHUS MPE-
CTaBJICHHOH cTaThu B )KypHaie «Hedpomorus».

ABTOpBI OATBEPKIAIOT, UTO HAIIpaBIIsIEMas CTaThsl HUTJIE paHee He Obula OIlyOlIMKOBaHa, HE Ha-
MIPaBJSUIACh M HEe OyeT HapaBJsThCS JJIs OITyOIMKOBAHUS B IpyTUe HAYYHbBIE U3IaHHs O3 YBEIOM-
nenus o6 3toM Penakimn xypHana «Hedpomorusy».

Taxoke ynocToBepsieM, UTO aBTOPbI HAy4HOM CTaThU corviacHbl ¢ [IpaBunamu 1715 aBTOPOB, YTBEPIK-
nenHbiMu Penakuueit sxypHana «Hedpomorus.

[lepenucky Bectu ¢ (PUO)

[TouToBHIi1 aapec:

Tenedon:

E-mail:

ABTopHI cTaThy: (JIMuHbIE MOANKCH BCEX aBTOPOB CTATHH)

PykoBonuTens yupexaeHus
Kpyrnas nedars yupexnaeHus
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