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YUYEBHO-ITPOU3BOJACTBEHHBIN IIJIAH HA 2019 I'OJ]

KA®EJPA HE®POJIOI'MU U JUAJIN3A ®ITO ®T'BOY BO IICII6IMY
um. akaa. WU.II. IlaBaosa Munzapasa P@®

[Hata npo- Mpopon-
Bup,
No 0By- BeAEeHUS KOJ'IVIHeCTB? Xutenb-
n/n HaseaHwue umkna wo- CneumanbHoCTN umkna cnywaTtenei HOCTb
(Havano— (nnaH) oby4yeHus
HUS
OKOHYaHwue) (4achbl)
1 | «<M36paHHbIe Bonpockl Tepanun | MK Tepanusa 14.01.19- 14 144 yaca
C OCHOBamMu Hedposorum» 09.02.19
2 «KnuHunyeckas Hepponorus MnK Hedponorus 14.01.19- 10 288 yacos
" ananuns» 09.03.19
3 «Hedponoruns» nn «AHecTeanonorusa— 14.01.19- 5 504 yaca
peaHumaronorus», «Jerckas 20.04.19
XMpyprus», «Jletckas yponorns—
aHgponorus», «0bwas BpaiebHas
npakTuka (cemernHas mMeguumnHa)»,
«Mepnatpus», «Tepanus»,
«Yponorus», «Xnpyprus»
4 17059-2018 HMO Hedponorus. 14.01.19- Hedponorn — 15. 36 yacoB
«OCHOBbI KOHCEPBATUBHOM JNeyebHoe neno. O6Las BpayebHas 19.01.19 TepanesThl,
Hedbponornun. MeToabl CKpun- npakTuka (cemernHas megmuuHa). Bpayu No cneumanbHOCTn
HWHra 1 AMarHoCTUKM OCHOBHbIX Tepanusa «JleyebHoe neno»,
3abosieBaHN noyek» Bpaym obuer BpayebHom
npakTuky (CemenHas
mMeguumHa) — 15
5 | «<M36paHHbIe Bonpockl Tepanun | MK Tepanus 11.03.19- 14 144 yaca
C OCHOBamu Hedponorum» 06.04.19
6 «KnuHunyeckas Hedpponorus MK Hedponorus 11.03.19- 10 288 yacos
n ananuns» 04.05.19
7 «Hedponorusa» nn «AHecTe3nonornsa— 11.03.19- 5 504 yaca
peaHumarosorus», «detckas 15.06.19
XUpyprus», «letckas yponorms—
aHaponorus», «0ObLias BpadyebHas
npakTuka (cemenHas MeauumHa)»,
«[egnatpus», «Tepanus»,
«Yponoruns», «<Xnpyprus»
8 17057-2018 HMO Hedponorus. 01.04.19- Hedponoru — 15. 36 yacos
«Pepkue 3aboneBaHus noyek» JNeuyebHoe neno. O6Las BpayebHas 06.04.19 TepanesThl,
npakTuka (cemenHas MeamumHa). Bpa4u no cneumanbHOCTU
Tepanusa «JleyebHoe oeno»,
Bpayn obLuel BpayebHom
npakTuKn (cemenHas
meamumHa) — 15
9 «CecTpuHCKoe aeno MK MeauumHckme cecTpbl 06.05.19- 10 144 yaca
B Hedponorum n anannse» HedpPONOrnyecknx 1 ANannuaHbIx 01.06.19
oTaeneHnn
10 | «M36paHHbIe Bonpockl Tepanun | MK Tepanus 09.09.19- 14 144 yaca
C OCHoBamu Hedponorum» 05.10.19
11 «KnnHnyeckas Hedponoruns MK Hedponorus 09.09.19- 10 288 yacoB
n gnanns» 02.11.19
12 «Hedponorusa» nn «AHecTe3nonorns— 09.09.19- 5 504 yaca
peaHumaronorus», «detckas 14.12.19
XUpyprus», «etckas yponorms—
aHaponorus», «Obliasn BpadyebHas
npakTvka (CeMenHas MeanuuHa)»,
«[egnatpus», «Tepanus»,
«Yponorus», «<Xumpyprus»
13 01498-2016 HMO Hedponorus. 30.09.19- Hedponoru — 15. 36 yacos
«J[AnarHocTuka, KnmHuKa O6wwas BpayebHas npakTnka 05.10.19 TepaneBTbl 1
1 NIe4eHne HErnoMepynsapHbIX (cemeniHasa meguumHa). Tepanus Bpayu obLLen BpayebHow
3aboneBaHnin noyek» npakTukn (cemeriHas
meamumHa) — 15
14 «CecTpuHCKoe aeno MK | MeauumnHckne cectpbl Hebponorn- | 04.11.19- 10 144 yaca
B Hedponorum n gnannse» YeCKUX N ANann3HblX OTAENEHNI 30.11.19

3aB.kadpegpovi — npodp. A.M. EcasH

MpaBuna 3anuncy Ha Bce Luknbl kadpeapsl Hedpororumn n guanuaa ®ro ¢ 2018 roga U3MeHeHb!.

Bcto nHdopmaumio Bel MoxeTe y3HaTb Ha cTpaHuue kadenpel Ha canTe http://1spbgmu.ru. B pasgene nHdopmaums Ans KypcaHToB,
NNaHVpyLWMX NpoxoxaeHne obyveHus Ha kadeape Hedponornm n guanuaa Prio MCrerMy wm. akag. W.IM. Maenosa — ocHoBHas
VHopMauus.
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/Jlopozue konnezu!
Ham sxypHast BeIXoauT 6 pa3 B rof.
Kak wu pasbmie, Bel Moxere OQOpPMUTH MOAIMMCKY HA JKypHaJI B TMOYTOBBIX OTICIEHHSX [0 CICIYIOIUM
Karajoram:
1. «Pocnedarby»:
- TSl AHAVBHUIyJTbHBIX ITOJMMCYMKOB M OpTraHU3alui: Ha rmomyroane naaeke — 45860;
- U MHIMBHIYATBHBIX TTOAMACYMKOB W OPTaHU3aIUii: TOI0BOW HHIEKC — 47959,
2.  «lloura Poccum»:
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PEDEPAT

B ctaTbe npeacTaBneHsbl knaccudukaumm, NpUYmHbL 1 aNUAEMUONOrNS OCTPOro nospexaeHus nodvek (OM) y HoBopoxaeH-
HbIX, OCBELLIEHbI HepelleHHble Npobnembl. O6cyxaeHbl knaccudukaummn HeoHaTansHoro OIMM, npegnoxeHHble Acute Kidney
Injury Network (2007), J.G. Jetton, D.J. Askenazi (2012), moandukaumm ot NKC, KDIGO n AWAKEN (2016), AKI Workshop
(2017). O6cyxaeHbl pesynbTaThl MexayHapoaHoro nccnenosarms Assessment of Worldwide Acute Kidney Injury Epidemiology
in Neonates (AWAKEN), J.G. Jetton et al. (2016, 2017). N3 2022 HoBopoxaeHHbIx 605 (30 %) nmenn ctatyc OMMM, n3 HKUx B
48 % y 273 HeQOHOLLEHHbIX, POAMBLUMXCS Ha 22—-29-11 HeOensix rectauyMoHHOro Bo3pacTta; B 18 % y 916 HelOHOLLEHHbIX, PO-
amBLumxcsa Ha 29-36-n Hepensx; B 37 % y 833 HOBOPOXAEHHbIX, poauBLumxcsa nocne 36 Hepn,. K dpakTopamu pucka passuTus
paHHero OMMM y HegOHOLWEHHbLIX HOBOPOXAEHHbLIX OTHOCST HU3KWI recTaluMOHHbIN BO3PaCT U 3KCTPeMasibHO HU3KYI0 Maccy
Tena. 1o faHHbIM MeXAyHaPOOHbIX ANUAEMUONOrMYEeCKNX UccneaoBaHnii, passutime OMMNy HeLOHOLWEHHbIX HOBOPOXAEHHbIX
ABNSIETCS OCHOBHbLIM 1 HE3AaBMCUMbIM HaKTOPOM pUCKa CMEPTHOCTU, GOPMUPOBAHNS XPOHUYECKO 6oe3Hu novek. OTcyT-
CTBME MHOIMOLLEHTPOBbLIX 3NuaeMunonormdecknx nccnenosannii Oy HOBOPOXAEHHbLIX B HALLEN CTpaHe SABNSETCS €Lle He-
pelueHHon npobnemoii. PeleHne cTosiLel nepes 0TeHeCTBEHHOW HEOHaToNoren NpobaemMbl A0SKHO ObITb HANpPaBieHO Ha
obecneyeHne eanHoro noaxoaa k knaccudukaumsam OMM, Ha n3yyeHne annaeMmonorum, o0CoO6eHHOCTEN Pa3BUTUS, TEHEHUS
n ncxopa Ol pasnnyHon aTnonornmn, Ha pa3paboTky anropuTMOB NPOMOUNAKTUKIN, AUATHOCTUKM W €ro IEYEHUS Y JOHOLLEH-
HbIX N HEIOHOLLIEHHbIX HOBOPOXAEHHbIX.

KnioueBbie cnoBa: 0CTpoe NoBpeXAEHNEe NoYeEK, Knaccudukaums, NPUHMHbL, SNMAEMUONONNS, HOBOPOXAEHHbIE, MALAEH-
4yeckasd CMepTHOCTb

D.I. Ivanov', N.D. Savenkova®®

ACUTE KIDNEY INJURY IN THE NEWBORN INFANT:
CLASSIFICATION, CAUSES AND EPIDEMIOLOGY

'Department of Perinatology with course of neurology, obstetrics and gynecology, Saint-Petersburg State Pediatric Medical University, Saint-
Petersburg, Russia; 2Department of faculty pediatrics, Saint-Petersburg State Pediatric Medical University, Saint-Petersburg, Russia

ABSTRACT

In the article are presented classifications, causes and epidemiology of acute kidney injury (AKI) in newborns, unsolved prob-
lems. Neonatal AKI classifications proposed by Acute Kidney Injury Network (2007), JG Jetton, DJ Askenazi (2012), modifica-
tions from NKC, KDIGO, and AWAKEN (2016), AKI Workshop (2017) are discussed. The results of the international assessment
Assessment of Worldwide Acute Kidney Injury Epidemiology in Neonates (AWAKEN), JG Jetton et al (2016, 2017) are dis-
cussed. Of the 2022 babies, 605 (30 %) had the status of AKI: in 48 % of the 273 preterm neonates with gestatoinal age 22-29
weeks; 18 % of 916 preterm neonates with gestatoinal age 29-36 weeks; in 37 % of 833 neonates with gestatoinal age after
36 weeks. The risk factors for the development of early AKI in preterm infants include low gestational age and very low birth
weight. According to international epidemiological studies, the development of AKI in premature newborns is the main and
independent risk factor for mortality and the formation of chronic kidney disease. The absence of multicenter epidemiological
studies of acute kidney damage in newborns in our country is still an unsolved problem. The solution of the problem facing the
national neonatology should be aimed at ensuring a unified approach to the classifications of acute kidney damage, on study-
ing epidemiology, features of development, course, and outcome of acute kidney damage of various etiologies, on developing
algorithms for prevention, diagnosis and treatment in term and preterm infants.

Keywords: acute kidney injury, classification, causes and epidemiology, newborns, infant mortality
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AKTyambHOCTb MPOOJIEMBI OCTPOTO MOBPEKICHUS
noyek (OIIII) y HOBOPOXAEHHBIX C Pa3NUYHBIM Te-
CTAIlMOHHBIM BO3PAcTOM 00yCIIOBJIEHa 0COOCHHOCTSI-
MU 3THOJIOTHYECKON CTPYKTYPBI, YACTOTHI Pa3BHUTHS,
TEUSHHUST ¥ NCXOJIA.

[IpoGiieMa HOBOTO OMpe/Ie/ICHHS U KilacCH(UKAIIN
OIIIT Obuta pemieHa JOCTHKEHHEM KOHCEHCyca elu-
HOW TEPMHHOJOTHUH W pa3paboTKoil KiaccuduKanum
ocTporo moBpexaeHus mnodek (acute kidney injury)
B 2004 rony [1, 2]. Knaccuduxamus OIIII momyumna
nasBanue RIFLE, oOpazoBanHas mepBbIMH OyKBaMu
Ka)XJ0M M3 IOCIEeIOBATeIbHO BBIICIICHHBIX CTaINI:
puck (Risk), noBpexxnenue (Injury), HetocTaToO4HOCTH
(Failure), yrpara ¢pynkmumu (Loss), KoHeuHas cTaus
oose3nu nouek (End stage renal disease) [1].

VY nereil (B oTiMuKE OT B3pPOCIBIX MAI[UEHTOB)
B TeAMaTpudeckod Moaupukanuu Kiaccuduka-
nuu p-RIFLE mo A. Akcan-Arikan., M. Zappitelli.,
L. Loftis et al. (2007) nuist onienku tsixecty OITIT mc-
MIOJIB3YETCS pacdeTHAsI CKOPOCTh KIIYOOUKOBOU (hHITh-
tpauuu (CK®) nmo popmysne Schwartz [3]. B nenua-
Tpuyeckoil monudukanuu p-RIFLE (2007) paccma-
tpuBaroT puck (Risk), nospexnenue (Injury), Hemo-
crarounocth (Failure) cooctBenHo cramusimu OINI, a
yrpary ¢pyHkimu (Loss) 1 KOHEUHYIO CTajHI0 OONe3HH
nouek (End stage renal disease) OTHOCST K HCXOIIaM.

Knaccudukanum ocTporo noBpexaeHus novex
Y HOBOPOKIEHHBIX

B 2007 rony mpennokena knaccuduxanus Acute
kidney injury Network (AKIN) mms crparuduka-
muu Tspkectn OIIIl y HOBOpOXACHHBIX neTeil [4].
Knaccudpukanust 0ocTporo TOBPEXKICHHUS MOYCK/
Acute kidney injury Network (AKIN) pa3paborana
OobmectBoM HeoHaranbpHOM mouku/Neonatal Kidney
Collaborative (NKC), R.L. Mehta et al. (2007) [4].
Crparudukanus tsoxectu OIIIl y HOBOpOXKAEHHBIX
o AKIN c Beienenrnem 3 cTaamii OCHOBaHA HA JBYX
JMAarHOCTHYECKUX KPUTEPHSX: HapacTaHUe KOHIICH-
TpalUK KPeaTHHUHA B CBIBOPOTKE KPOBH M CHHYKCHUE
104acoBOT0 oObeMa MouH (3a 6 4, 12 1 u 24 u) [4].

B coorBercTBHM ¢ kiaccudukammen Acute kid-
ney injury Network (2007), OIII1 y HOBOpOKACHHBIX

Tabnuua 2 / Table 2
Mpepnaraemas knaccudpunkaumusa
HeoHaTaJIbHOro OCTPOro NOBPEeXAEeHUS No4Yek
J.G. Jetton, D.J. Askenazi (2012) [6]

Proposed neonatal acute kidney injury classification
definition J.G. Jetton, D.J. Askenazi (2012) [6]

Cragmns | KpeaTWHVH CbIBOPOTKM

0 KpeatuHuH 6e3 nameHeHuii unn <0,3 mr/an

1 1 kpeatnHunHa 0,3 mr/on nam 1 kpeatnHuHa 150—
200 % OT NCXOAHOrO 3HAYEeHNS

2 1 kpeatuHuHa 200-300 % OT MCXOAHOro 3Ha4YeHus

3 1 kpeaTrHuHa 300 % OT MCXOQHOMO 3HAYEHUST NN
12,5 Mr/on, unn nony4aet guanms

JUAaTHOCTUPYIOT TPU YBEIUYEHHH CHIBOPOTOYHOTO
kpearuanHa > 0,3 Mr/mn (> 26,4 MKMOJIB/J) U TIPH
CHIKeHHH 00beMa Moun < 0,5 MII/KI/4 B TeueHune 6 4
[4] (Tabm. 1).

B 2012 romy Kidney Diseases Improving Global
Outcomes (KDIGO) [5] pa3paboTaHbl U OImyOIHKO-
BaHBI MpakTHyeckne pexomennarmu mo OIIIL, B ko-
TOpbIX TpencTasieHa kinaccudukamms OIIII ¢ Beime-
JICHWEM 3 CTaJuii 10 KPUTEPHsSIM HapacTaHUs Kpea-
TUHHHA B CBIBOPOTKE KPOBU M CHUKEHUSI [T0YaCOBOTO
o0beMa MOuH, KOTOpasi B JaibHelIeM Oblia MOJH-
¢dunmpoBana Ayl HEOHATATLHOMN MPAKTHUKY.

J.G. Jetton, D.J. Askenazi (2012) [6] omybOinkoBa-
Ha Mojudukanus knaccupukanuu mo AKI Network
(2007) [4] (tabm. 2). J.G. Jetton, D.J. Askenazi (2012)
[6] xnaccupuiuposanu OIII y HOBOPOXKIESHHBIX 10
KPUTEPUSIM YBEIMYCHUSI KPEaTHHHHA OT MCXOJHOTO
3Ha4YeHUs ¢ BhIAeneHueM 0 cTtaaum (KpeaTWHWH 6e3
u3MeHeHud win <0,3 mr/mi). LleHHOCTD BbIACICHUS
0 craguu B knaccudukamuu OIIIl y HOBOpOXKIACH-
HBIX 3aKJIIOYAETCSI B TOM, YTO YPOBEHb KpEaTWHUHA
B 0 cTagum M ecTh MCXOJHOE 3HAYeHHe/0a3anbHbIN
YPOBEHb, OT KOTOPOTO MPOBOAUTCS pacyeT Hapacra-
HUSl KpeaTWHUHA CHIBOPOTKU B 1, 2, 3 cTaausax (cm.
Tabmn. 2). HoBbIM ciemyeT mpu3HaTh MPEIOKEHHYIO
J.G. Jetton, D.J. Askenazi (2012) [6] y HOBOpOX-
JICHHBIX OIICHKY MCXOJHOTO YpPOBHsI KpeaTnHUHA B ()
CTaJIUM M KPUTEPHI €ro yBeludeHus > 2,5 mr/un B 3
cTaauy B oTimune ot knaccudukamuu Acute Kidney

Tabnuua 1/ Table 1

Knaccudukaums octporo nospexaeHus noyek no kpurepusam Acute Kidney Injury Network,
R.L. Mehta et al. (2007) [4]

Acute Kidney Injury Network classification of Acute Kidney Injury, R.L. Mehta et al. (2007) [4]

Cragusa | KpeaTUHWH nnasmbl O6bEM MoUK

1 YBenuyexHne > 0,3 mr/on (= 26,4 Mmkmonb/n) unu npupoct 6onee 4em Ha 150-200 % (1,5-2 pasa) | <0,5 mn/kr/4 6onee 6 4
OT MCXOZHOI0 3HAYEHMs

2 YeenuuyeHune Ha 200-300 % (6onee 4em B 2—-3 pasa) OT UICXOQHOI0 3HAYEHUs <0,5 mn/kr/4 6onee 124

3 YBenunyenune 6onee yem Ha 300 % (B 3 paza) OT UCX0AHOr0 3HaYeHns (Unu ysenundeHme > 4,0 mr/ | <0,3 Mn/Kr/4 B Te4eHne
o (>354 MKMOJb/n) C OCTPbIM NPUPOCTOM, MO KpanHen mepe, Ha 0,5 mr/on (44 mkmonb/n) | 24 4 unu anypusa 124

10



ISSN 1561-6274. Hedponorusa. 2019. Tom 23. Ne5

ISSN 1561-6274. Nephrology. 2019. Vol. 23. Ne5

Injury Network, rine ypoBeHb kpearnnuna > 4,0 mr/
JU1/> 354 MkMosIb/11 B 3 ctaauu [4].

Moauduranuto knaccupukamuu OIIT mo AKIN
(2007) [4] u KDIGO (2012) [5] y HOBOPOXAEHHBIX
C BBIJEJIEHUEM 3 cTaaui (110 KpUTEpHsIM HapacTaHUs
KOHIICHTPAIMU KpPEaTHHWHA B CHIBOPOTKE KPOBH H
CHIKCHHSI TI09aCOBOTO 00BEMa MOYH) OIYyOJIMKOBA-
au J.G. Jetton et al., Neonatal Kidney Collaborative
(2016) [7, 8] (Tabm. 3).

Moauduranus kinaccupukaiuu OITI anpodupo-
BaHa Y HOBOPOXK/ICHHBIX (IO KPUTEPHUSIM yBEITHUCHHS
KpEaTHHWHA U CHIKEHUS TI09acOBOr0 00beMa MOYH)
B MEXIYHapOAHOM (24 uHCTUTYTa U3 4 cTpaH) 31u-
nemuonornyeckoM uccienoBannu AWAKEN (2016)
[9] (cMm. Tabm. 3).

B xkmaccudukammm OIIIl y HOBOPOXKICHHBIX,
npezacrasienHoit J.G. Jetton et al., AWAKEN Cohort
Study (2016), J. Jetton, R. Guillet, J.David Askenazi
and the Neonatal Kidney Collaborative Assessment
of Worldwide (2016) [7, 8], oleHuBalOT Hapacra-
HUE YpOBHSI KpEaTWHHHA B CHIBOPOTKE KPOBHU Ooliee
0,3 mr/m1 B Teuenue 48 4 wim B 1,5-1,9 paza B te-
yeHue 7 nHel oT ucxoxHoro 3HadeHus (1 cragus); B
2-2.,9 paza (2 ctagus) u B 3 pa3a OT HCXOJHOTO 3HAUE-
HUS WM KpeaTuHuH > 2,5 mr/m (3 cranus). B HeoHa-
tajgbHON Kiaaccudukanuu OINIl HOBBIMM SIBIISIOTCS
npeioxkeHHbie B 0 cTauu KPUTEPUH HOPMAIbHOTO
KpeaTuHHHA CHIBOPOTKH <0,3 MI/IT M 4acoBOTO 00b-
ema mouu >1mi/kr/q [7, 8].

M. Zappitteli et al., AKI Workshop (2017) [10]
npeanarator Moaudukanuio KDIGO OIIII y HoBo-
POXKJCHHBIX TI0 KPUTEPHUSIM HapacTaHUsI KpeaTHHUHA
B CBIBOPOTKE KPOBH M CHMKEHHS TI0YACOBOTO 00beMa
Mouu B 1, 2, 3 crangusx (Tadi. 4). ABTOpPBI OLICHHBAIOT
CHIDKCHHE T109acoBOTro oobeMa Mouu B 1, 2, 3 cTagu-
sx 3a 24 9 [10].

Kak cnemyer u3 tabm. 3 u 4 [7-10], xputepun
TskecTH 1o kiaccudukaipsam OIII y HoBopox/IeH-
HBIX C yYETOM HapacTaHUs KpeaTHHHHA B CHIBOPOTKE
KpPOBU IO 3 CTaJWsM MPUHIUIHAIBHBIX Pa3IHIUii
HE UMEIOT.

B tabn. 3 [7, 8] u 4 [10] pa3nugaroTcs KpuTe-
pHUH BPEMEHHO! OIIeHKH MT04acOBOro 00beMa MOYH B
kaxxaoit u3 3 craguii OIIII Tombko TeMm, yTo B TaOII.
4 yxazaH 24-4acoBOU IepUOJ BpEMEHH, a B Ta0M. 3 —
HE yKa3aH.

C momeHnTa omyonikoBanust knaccudukarmm OIT1
y HOBOPOXIIEHHBIX 1o KpurepusiM Acute Kidney In-
jury Network (2007) [4] npeminokeHbl MOIH(UKAITAH
kiaccudukanuu Ol y HoBopokaeHHBIX [6—11].

B HeonaranpHON He(pOIOTHH MIUPOKOE MpHUME-
HEHHe HallUIH, 0e3yCI0BHO, MMPOTPECCUBHBIE U TPaK-
tuunbie Kiaccudukanuu OITIT: Acute Kidney Injury
Network, Mehta R.L. et al. (2007) [4], koTopast yco-
BepuieHcTBOBaHa 110 J.G. Jetton, D.J. Askenazi (2012)
[6], momudukamun NKC, KDIGO u AWAKEN Co-
hort Study, J.G. Jetton et al. (2016) [7, 8], M. Zappit-
teli et al., AKI Workshop (2017) [10].

Tabnuua 3 / Table 3

OcTpoe noBpexaeHue noYyek y HOBOPOXXAEeHHbIX B COOTBETCTBUM ¢ onpepeneHnem NKC,
moaudpukaumein KDIGO u AWAKEN Cohort Study, J.G. Jetton et al. (2016) [7, 8]

The neonatal acute kidney injury defined according to the NKC definition a modification of the KDIGO
and AWAKEN Cohort Study, J.G. Jetton et al. (2016) [7, 8]

Cragus | KpeatnHuH B kpoBwu (SCr) O6BLeM Moun
0 HopmanbHbI KpeaTUHUH, ypoBeHb <0,3 mr/an > 1 Mn/kr/y
1 YpoBeHb kpeaTuHuHa > 0,3 Mr/aon B TedeHve 48 4 unm ypoBeHb kpeaTuHuHa 6onee yem B | > 0,5 mn/kr/4 nnn < 1mn/kr/y
1,5-1,9 pasa oT UICX0QHOro 3HA4YeHUs B TeHeHue 7 AHeN
2 YpoBeHb kpeaTuHMHa > 2-2,9 pa3a 0T ICXOOHOI0 3HAYEeHUSs > 0,3 mn/kr/4 nnn <0,5 mn/kr/y
3 YpoBeHb KpeaTuHUHA > 3 pa3a 0T UCXOAHOIr0 3HaYeHUs UK KpeaTuHuH > 2,5 mr/on, nnn | < 0,3 mn/kr/4
nonyyaet Ananm3a

Mpumeyanune. NKC (Neonatal Kidney Collaborative), AWAKEN (Assessment Worldwide Acute Kidney Injury Epidemiology in Neonates),

KDIGO (Kidney Disease Improving Global Outcomes).

Tabnuua 4 / Table 4

Mpepnaraembie Mmogndukauum onpenenieHus OCTPOro NOBpPeXaeHUs novyek
y HoBOopoOXAeHHbIx oT KDIGO (2016) [10]

Proposed neonatal acute kidney injury definition modifications from KDIGO (2016) [10]

Cragusa | KpuTepuum CbIBOPOTOYHOrO KpeaTuHuHa (Mr/an) Kputepun o6bema mouu

1 >0,3 mr/on B TedeHne 48 4 unun B 1,5-1,9 pasa Bbilwe 6a3asbHOr0 YPoBHSA B TedeHne 7 gHeit | <1,0 mn/kr/y 24 4

2 YBenuueHue kpeatrHuHa 6onee 4em B 2—-2,99 pasa oT 6a3anbHOro ypoBHs <0,5 ma/kr/4 244

3 YBenuyeHune kpeaTnHrHa B 3 pasa Bbille 6a3anbHOro ypoBHS Unn yBenudeHue >2,5 mr/on, | <0,3 mn/kr/4 B TedeHve 24 4
WA Ha4ano 3aMeCTUTENbHON NOYEYHON Tepannn

11
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B aBropurernHom m3nanuu Pediatric Nephrology
(2016) S.L. Goldstein and M. Zappitelli [11] npu-
BeneHa kiaccudukanuss OINIl y HOBOPOXKIEHHBIX
nmo J.G. Jetton, D.J. Askenazi (2012) [6]. ABTOpEI
[11] oTmeuaroT, MOAU(MDUIIMPOBAHHOE OINPEICICHHE
neonaranbHoro OIIIl ¢ Beimenenuem 0 craguum 1o
J.G. Jetton, D.J. Askenazi (2012) [6] obecneunBaeT
Oosiee TOCTOBEPHYIO OIIEHKY 0a30BOTO YPOBHA Kpea-
THUHHUHA B CBIBOPOTKE KPOBU Y HOBOPOXKIACHHOTIO.

B aBropurernbix m3nanusix Critical Care Pediatric
Nephrology and Dialysis: A Practical Handbook. L.
Bhattacharjee et al. (2019) [12] u Pediatric Kidney
Disease. D.F. Geary and F. Schaefer (2016) [13] omy-
OnrkoBaHa HeoHaTanbHas kiaccudukanus O B co-
orBercTBUH ¢ omnpeneinenueM NKC, moauduxanuei
KDIGO n AWAKEN Cohort Study, J.G. Jetton [7, 8].

CremyeTr mogq4epKHYTh, UYTO B IPOBEICHHOM HAMU
aHaJIM3€ OTEUYECTBEHHOU U 3apyOeKHOU JINTEpaTyphbl
[14], B omyONMKOBaHHBIX pe3ysibTarax HayYHBIX HC-
CJIC/IOBAHUH y HOBOPOXKICHHBIX, MOHOTpadusX vare

Tabnuua 5/ Table 5
OT1anoHHble 3HayeHus CK®P (mn/mun/1,73 m?3)
Y He4OHOLUEeHHbIX HOBOPOXXAEHHbIX
B TeY4EeHMe NepBoro mecsua XxXusHu [15]
Reference Values of GFR (ml/min per 1,73 m?)

in Very Preterm Infants During the
First Month of Life [15]

Tabnuua 6 / Table 6
MpuyYnHbLI OCTPOro NOBPEXAEHUSA NOYEK
Y HOBOpPOXAeHHbIX (Jean-Pierre Guignard
and Usma S. Ali, 2012) [16]

Causes of acute kidney injury in neonates
(Jean-Pierre Guignard and Usma S. Ali, 2012) [16]

lpepeHasbHble
— 'mnoBonemus nunu peHanbHasa runonepdysns
— Acoukemnsa
— PecnupaTtopHbIi AUCTPECC-CUHOPOM
- Jernppataums
— KpoBoTeyeHune (NnpenpoaoBoe KPOBOTEYEHME Y MaTepPH,
deTo-deTanbHbIi TPAHCPY3NOHHBI CUHOPOM, MHTPABEH-
TPVIKYNSIPHOE KPOBOU3NUSIHWE, FeMoNuTUYeckast 60nesHb)
— Cencuc
— MNopokn cepaua (OTKPbITbIV apTepuanbHbli NPOTOK, KO-
apKTaums aopTbl)
— Monnumtemms (NOBbILLEHHAS BA3KOCTb KPOBU)
PeHasibHble
— OcTpblit TYOYNSPHBIN HEKPO3
— MNepcucTupyioLLme NpepeHasbHbIe HapyLLeHUs
— HedpoToKCUHbI (HEPPOTOKCUYHBIE aHTUONOTUKW, aMUHOMIN-
KO3uabl, KOHTPACTHblE BelLlecTBa, 610KaToOpbl aHIMOTEH3UH-
KOHBepTUpYtoLwero pepmeHTa n aHrmoTeHauH Il peuentopa)
— MuornobuHypusi, reMornobuHypus, rmnepyprkemMms
— BackynsipHble HapyLLeHus (TPOMB03 NOYeYHbIX BEH, TPOMO03
MoYeYHO BEHbI, TPOMO03 aopTasibHbI, ANCCEMUHUPOBAHHOE
BHYTPUCOCYANCTOE CBEPTLIBAHME)
— BpoxzaeHHble aHoManummn noyek (auMcnnasus, rmnonnasus,
NOJIMKMCTO3 NOYEK, areHe3uns)
— Munenoxedpput
— TpaH3uTopHas ocTpas no4yeyHas HeLOCTaTOYHOCTb Y HOBO-
POXAEHHOTO
— MatepuHckas aTMosorns (BHyTpUyTPOOHbIN KOHTAKT C FeH-
TaMUUWHOM, MHOOMETaUMHOM, MHrnbutTopamm AKD)
lMocTpeHarsbHbie
— BpoxaeHHble aHoManmn (ypeTepasnbHasa nam ypetpasbHas
0OCTPYKLMSA, HEMPOreHHbI MOYeBOW My3blpb, MEraumcTuc-
MeraypeTtep)
— OBCTPYKLMS BTOPUYHAS NOCIIE KPYroBOro CEHEHUS
— lNoyeyHbIn KaHONAO03
— KOHKpEMEHTDI
— HenporeHHbIn MOYEBOI NMy3blpb

3 nep- 10 nep- |Megna- |90 nep- |97 nep-
LEHTUb |UEHTUNb | Ha LEHTWIb | LEHTUb

27 Hep recTauum

7 cyT 7,9 8,7 13,4 18,1 18,9
14cyr (10,7 11,5 16,2 20,9 21,7
21cyt |12,5 13,3 18,0 22,7 23,5
28cytr |15,5 16,3 21,0 25,7 26,5
28 Hep rectaumm

7cyt 10,7 11,5 16,2 20,9 21,7
14cytr [13,5 14,4 19,1 23,8 24,6
21cyr |15,3 16,1 20,8 25,5 26,3
28 cyr |18,3 18,7 23,9 28,1 29,4
29 Hep recTtaumm

7 cyT 13,6 14,4 19,1 23,8 24,6
14cyr [16,4 17,2 21,9 26,6 27,4
21cyr |18,2 19,0 23,7 28,4 29,2
28cyr |21,2 21,6 26,7 30,9 32,2
30 Hep rectauun

7 cyT 16,4 17,2 21,9 26,6 27,4
14cyr [19,3 20,1 24,8 29,4 30,3
21cyt |21,0 21,8 26,5 31,2 32,0
28cyr |21,0 24,4 29,6 33,8 35,0
31 Hep rectaummn

7 cyT 19,3 20,1 24,8 29,5 30,3
14cyt |[22,1 22,9 27,6 32,3 33,1
21cyt |23,9 24,7 29,4 34,1 34,9
28 cyt |26,9 27,3 32,4 36,6 37,9

12

npencrasneHs! kinaccupukanuu AKI Network (2007)
[4], J.G. Jetton, D.J. Askenazi (2012) [6], NKC u
momudukarmeir KDIGO, AWAKEN Cohort Study,
J.G. Jetton [7, 8].

ITpu crparuduxanun Tsorectu Ol y neteii one-
HuBaetrcss CK®, paccunTaHHas Mo KIMPEHCY Kpea-
TUHMHA B (opmyae Schwartz. Y HOBOPOKACHHBIX
Hu3kas BenuunHa CK® 3aBucuT OoT cpoka recranu-
OHHOTO BO3pacTa. Y HOBOPOXKICHHBIX HEIOHOLICH-
HbIX CK® Humxke B CpaBHEHHU C JOHOLICHHBIMH. Y
netei B 2 roga CK® cooTBETCTBYET MOKa3aTensaM y
B3pocibiX. B tabmn. 5 [15] npeacrasnena CK®, pac-
CUMTaHHAs 110 KJIIMPEHCY 3HIOI€HHOT0 KpEeaTuHUHA Y
HEJIOHOLLICHHBIX HOBOPO)KJCHHBIX.

Itnoaorusi OIIIl y HOBOPOXKAEHHBIX

DTHONOTUS OCTPOU MOYEYHOU HETOCTATOUHOCTH Y
HOBOPOXJICHHBIX IpezcTaBieHa no Jean-Pierre Guig-
nard and Usma S. Ali (2012) [16] (Tabu. 6).
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TpaauIMOHHO pPaccMaTPUBAIOT TpepeHaNIbHbIE,
peHasbHbIe M TocTpeHadbHble npuyuHbl Ol y
HOBOpOXJeHHbIX. B Gonee 75% cmyuaes OIIII y
HOBOPOXJICHHBIX ~ OOYCIIOBJICHO TIpepeHAIbHBIMH
npuunHamu, B 10-15% — penameubiMu [12, 16].
[To nanubivm 1. Bhattacharjee et al. (2019) [12], mpe-
pEeHaNbHBIC MPUYHUHBI (TUTIOKCEMHS, TUIIOBOJIEMUS,
TUIOTEeH3Ms) yCTaHABIMBAIOT B 85 % ciTydasx HeoHa-
tajgsHOro OIIIL

ONHIeMHOJIOTUS OCTPOT0 MOBPEKIEHNUS MOYEK
Y HOBOPOKIEHHBIX

Pacmpoctpanennocts OIIIl TpynHo oneHuBarh
13-3a Pa3IUIHi B OTIPEACIICHUSX, KIIacCU(DUKAITIIX U
HCTICIOBAHHBIX MOMYJISIIIISIX MAalueHTOB [2].

Tounas upentudukarys Ol y HOBOpOXKIEHHBIX
B COOTBETCTBHH C HEOHATAILHBIMH KJIaCCH(HUKAIUS-
mu AKI Network (2007) [4], ycoBepIIeHCTBOBaHHOM
J.G. Jetton, D.J. Askenazi (2012) [6], momudukamum
B cootBeTcTBHM ¢ NKC, KDIGO 1 AWAKEN Cohort
Study, J.G. Jetton et al. (2016) [7-9], M. Zappitteli
et al., AKI Workshop (2017) [10] sBasiercst pyHma-
MEHTOM JIJISl TPOBENICHUH UAEMHUOIOTUIESCKUX HC-
CJIeI0BaHUM.

B tabn. 7 npusenena wacrora OIIIl y HOBOpOXK-
JICHHBIX TI0 JaHHBIM PETPOCHEKTUBHBIX M MPOCIEK-
THBHBIX ATHUAECMHUOJIOTHYSCKUX HCCIIe0BaHui [7-9,
17-20].

Tabn. 7 ybeautenbHO JEMOHCTPUPYET, UYTO IPH
MPOBEJICHUN SIUIEMUOIOTHYECKUX HCCIICIOBaHUI
OIII1 y HOBOPOXIEHHBIX UCTIOIB3YIOTCS YCOBEPIIICH-
CTBOBaHHBIC KITaCCU(HUKAITUH.

V. Stojanovic et al. (2014) [17] B peTpOCIEeKTUB-
HOM HCCIIE/IOBaHUH HaXOJSIIUXCSI B OTIEJICHUH WH-
TeHCUBHON Tepanuu 150 HeTOHOIIEHHBIX HOBOPOXK-
neuubrx ¢ OIIIT (39) u 6e3 OIIII (111) mpu ananmse
recTaliOHHOTO BO3pacTa U Macchl Tella yOeTuTeIbHO
JoKazaiu, 4To HoBopoxaeHHbIe ¢ OIII umenn 6omee
HU3KUN TeCTalMOHHBINA Bo3pacT — 27+3,1 u 31,3£3,3
Hen u Maccy Tena — 10344385 u 1,6=712 r cooTBeT-

ctBeHHO (p < 0,001). BONMBIIMHCTBO HEJOHOIICHHBIX
HoBopoxkieHHBIX ¢ OIIIT (94,8 %) nmenu maccy Tena
Menee 1500 . YV 39 HelOHOIIEHHBIX HOBOPOXKICH-
geix ¢ OINII B ommuwme ot 111 HemoHOIIEHHEBIX O3
OIIIT mocToBepHO yale IUarHOCTUPOBAHBI BHYTPH-
yepenHble kpoBousnusHus (71,7 nu 50,4 %), cencuc
(64,1 u 21,6 %), HekpoTHUueckuii FHTEpOKOTHT (35,8
1 9,9 %) cooTBeTcTBeHHO. Tepanus BAHKOMUITUHOM U
JIOTIAMHHOM SIBJIsTACh HE3aBUCHUMBIM (JaKTOpOM pu-
cka passutus OIIIl. ABTOpHI caenany 3aKiiOYeHue,
paszsutue OIIIl y HeOHOIIICHHBIX HOBOPOXKICHHBIX
ACCOIMUPOBAHO C BBICOKAM PHCKOM CMEPTHOCTH
[17].

J.G. Jetton, L. Boohaker, S.K. Sethi et al., AWAKEN
(2016) [7] omybnmKoBaiu MEPBBIC PE3YITBTATHI MEXK-
JYHApOJTHOTO  MHOTOIIEHTPOBOTO  3IHAEMHOIOTU-
yeckoro uccnenoanust Ol y HOBOpOXIIEHHBIX /
Assessment of Worldwide Acute Kidney Injury Epi-
demiology in Neonates (AWAKEN), B koTopoM Tipu-
HSUIM y9acTHe yYeHble 24 HeOHATabHBIX IICHTPOB U3
4 cTpaH.

PesynbraTthl  3aBEepUICHHOTO  HWCCIEOBAHUS
AWAKEN, J.G. Jetton et al. (2017) [8, 9] noka3zanu,
gt0 u3 2022 HoBOpokaeHHBIX 605 (30 %) mmenu cra-
tyc OIIIL. Ycranosneno pazsutue OIlIly 131 (48 %)
u3 273 HOBOPOXKIEHHBIX, POAUBIIHMXCS Ha 22-29-i
HEJCNIIX TeCTAIlMOHHOTO Bo3pacTa; y 168 (18 %) u3
916 HOBOPOXKIEHHBIX, POAMBIIMXCS Ha 29—36-i1 He-
nemsix; y 306 (37 %) u3 833 manueHToB, POAUBIITIXCS
nocie 36 nexn. OINII game ArarHoCTUPOBAHO Y HEMO-
HOIICHHBIX HOBOPOXJICHHBIX C HU3KUM I'€CTal[OH-
HBIM BO3pacToM 22-29 Hen. 3aMeCTUTEIbHYIO IToUed-
HYIO TEpaIruio METOIOM IEPUTOHEATFHOTO JIHAIN3a
nonyyanu 25 (4 %) uz 605 noBopoxxaenusix ¢ OINI.
W3 25 HOBOPOXKACHHBIX, TOTYYaBIINX TEPUTOHEAb-
HBIH a3, 19 (76 %) Beixuau. HoBopoxieHHbIe
¢ OIIIT umenm Oosee BBICOKYIO JIETATBHOCTH (59 u3
605), yem TaxoBsle, He nMmenme OIIII (20 u3z 1417)
(p <0,0001).

Tabnuua 7 / Table 7

AnNuaemMmnonorns oCTporo NoBpeXxaeHUs novyek y HOBOPOXXAEeHHbIX
Epidemiology of the Acute kidney injury AKI in newborns

ABTOpbLI /rogpl Konn4ectBo HOBOPOXOEHHbIX

MpoueHT ONM/Knaccudgukaumsa OMM

Stojanovi¢ V.D. et al. (2014) [17] | 150
27+3,1 Hep rectaumm

39 (26 %)
Moandukaumsa AKIN no J.G. Jetton, D.J. Askenazi (2012)

Wentraub A.S. etal. (2016) [18] | 357
<30 Hep rectaumm

108 (30,3 %)
moandukaumsa AKIN no J.G. Jetton, D.J. Askenazi (2012)

Magsood S. etal. (2017) [19] |[222
26,2+2,2 Hep rectaumm

110 (49 %)
HeoHaTasnbHas Mogudurkaumsa KDIGO

Jetton J. et al., Assessment 2022
of Worldwide, AWAKEN 22-36 Hep recTaumnmn
(2016, 2017) [7-9]

605 (30 %)
Jetton J. et al., NKC and AWAKEN (2017)

Shalaby M. A. et al. (2018) [20] | 214
32 + 4 Hep rectaummn

120 (56 %)
HeoHaTanbHas Mmogudukaumsa KDIGO

13
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Astops! nokazanu, OIIIl y HOBOPOXIEHHBIX SB-
JSIETCSl OCHOBHBIM M HE3aBUCHMBIM (DaKTOPOM pHUCKa
CMEpPTHOCTH, YBEITUYEHHUS MPOIOIKUTEIHLHOCTH TIpe-
OpIBaHMs B cTanmoHape [8, 9].

A.S. Wentraub et al. (2016) ) [18] B peTpoCIeKTHB-
HOM HccnenoBanuu 1o kputepusam AKIN nuarnocTu-
posanu OIIT y 108 (30,3 %) u3 357 HeLOHOLIEHHBIX
C TeCTaIMOHHBIM Bo3pacToM MeHee 30 Hen, TocuTa-
JM3UPOBAHHBIX B OTJ/ICJICHUE MHTCHCUBHON Teparuu
(20072013 rr.). Y 108 HEITOHOUICHHBIX MJIA/ICHIICB
¢ OIIIT ycranopnens! cramuu: 1 (72,2 %), 2 (20,4 %),
3 (6,5 %). JleranpHBIN HCXOM KOHCTATUPOBAH Y HENO-
HomeHHbix ¢ OIIII 2-i craguu B 45,5 % B oTinuue
OT TakKOBBIX B 1-i u 3-ii ctagusax (6,3 u 6,5 % coot-
BETCTBEHHO). Y HEJIOHOMICHHBIX MiaaeHIeB ¢ OIIIL
oTMedeHa Oojiee BeIcoKas cMepTHOCTh (17 u3 108) B
cpaBHeHuu ¢ HepoHomeHHsIMU 6e3 OIIIT (8 u3 249).
K daxropamu pucka pazeutust pannero OIIII y vezmo-
HOIIICHHBIX HOBOPOXKICHHBIX aBTOPBI OTHOCST HU3-
KU TeCTallMoOHHBIN Bo3pacT 26+1,6 men (27,8£1,5
Hen 6e3 OINI) u skcTpeMabHO HU3KYIO Maccy Teja
—8104£201 r (1040+250 r 6e3 OIIIT) [18].

S. Magsood et al. (2017) [19] B peTpoCIIEKTHBHOM
WCCIIEZIOBAaHUU HEOHOIIEHHBIX HOBOPOXKICHHBIX C
SKCTpPEMaIbHO HU3KOM MacCOM Tella MpU POKICHUU
(76314 r) c recralMOHHBIM Bo3pacToM (26,2+2,2
uen) ycrarosieHo OINIT (mo HeonaTanpHOM MOTUbHU-
karu KDIGO) u3 222 y 110 (49 %). Y 82 HemoHo-
HICHHBIX HOBOPOXK/IGHHBIX C KCTPEMAIIbHO HHU3KOM
Maccoi Tesa MPH POXKIECHUU KOHCTAaTHPOBAH JIeTalb-
HBIH ucxon, u3 Hux 68 (83 %) nemonomenusix ¢ OIIT
1-it (42,6 %), 2-it (17,6 %) u 3-ii (39,7 %) craamii.
HenonomieHusle HOBOPOXKIEHHBIE C 3KCTPEMaJbHO
HU3KOM Maccoll Tena TpU POXKAECHUHU, Pa3BUBIINE
OIIII, umeroT BBICOKHUI pUCK cMepTHOCTH [19].

Uccnenosanne M.A. Shalaby et al. (2018) [20] ne-
MoHcTpupyetr pazsurue OIIIl (knaccudpunmpyemoe
o HeoHaranbHOW Moandukanun KDIGO) u3 214 y
120 (56 %) noBopoxneHusIx. Ilo cpaBHeHMIO C HO-
BopokneHHbIMu 0e3 OIIIl HoBopoxaerusie ¢ OIIIL
nMenu Oollee HM3KYIO Maccy Teja MpU POKICHUU
(2202 = 816 mpotuB 1570 £ 776 T; p < 0,001) u Honee
HU3KUN TeCTalMOHHBIA Bo3pacT (35 £ 3 mpotus 32
+ 4 nen; p<0,001). Huskuii recTaliluoHHBIN BO3pacT
(OP 4,8; 95% 11 3-9) mocToBepHO acCOMUPOBAH
¢ noBbIIeHHBIM puckoMm pazsutus OIIII. Pesynbra-
THI ICCIIEIOBAHMS TIOKA3aJH, YTO Y HOBOPOXKACHHBIX
C HU3KAM TeCTallMOHHBIM BO3PACTOM, Pa3BUBIINX
OIIII, — BeICOKHI PHUCK JIeTabHOTO Hcxoma [20].

B HeonaranbHOW He(QPOIOTHH pE3yNbTaThl HC-
CJIEJIOBAaHUHN JIEMOHCTPHUPYIOT CABUT AIHIEMHUOJIO-
run OIIIl oT mepBHYHOrO MOYEYHOTro 3ab0JeBaHUA
K BTOPUYHOMY, NPUYMHHO-3HAYMMOMY 3a0oJeBa-
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HUIO W/WIU ero JiedeHuro. Kapmuoxupyprudecku
accouuupoBanHoe OIIIl y HOBOpoKAeHHBIX eTeil ¢
BPOXK/IEHHBIMU TIOPOKaMHU Cepjilla BOSHHUKAET B 45—
64 % cayuaes [21-24]. [Jmst pemeHus 3Toi mpooie-
MbI A. AlAbbas et al. (2013) [21] pexoOMeHaYIOT MPO-
BOJUTH 3mujeMuonornueckue uccienopanus OIIIT,
CBSI3aHHOTO C KapJHOXHUPYprueil y HOBOPOKICHHBIX,
C IENbI0 YCTAaHOBIICHHUS YacTOTHI, (PaKTOPOB pHCKa
pa3BuTus U JetanbHOCTH. ClleAyeT OTMETHTb, YTO
JUTSL CTPaTU(HUKALINY TSDKECTH KapAHOXHPYPTrUveCKu-
accouuupoBanHoro OIIIl y HOBOpOXXIEHHBIX aBTO-
pamu [21-24] npumenena knaccudukanus AKI Net-
work (2007) ) [4].

R. Cleper et al. (2018) [25] B peTpOCHEKTHBHOM
WCCIIEZIOBAaHUM MPEICTABUIIM PE3YIIbTaThl aHAJIM3a Ma-
TEPUHCKHX, MEPUHATAIBHBIX W HEOHATAJIbHBIX IPO-
6reM y 59 HOBOpOXICHHBIX (51 HETOHOIICHHBIN U §
JIOHOIIIEHHBIX ) C TECTAIIMOHHBIM Bo3pacToM 28 = 3 u
38 + 1 =en., maccoii Tena npu poxaenuu 1002 + 57
n 3167 + 357 r coorBeTcTBeHHO. KOHCTaTHpOBaH J1e-
TanpHBIN ucxon y 14 (27 %) u3 51 HeqOoHOIIEHHOTO
ny 1 (12,5%) u3 8 HOHOIIEHHBIX HOBOPOKICHHBIX.
OIIIT 65110 3aperucTPUPOBAHO B MEAULIMHCKUX Kap-
Tax y 9 (24 %) u3 37 neponomenusx u'y 5 (71 %) u3
7 noHomeHHBIX HOBOpOokIeHHBIX. OIIIl peruansu-
poBaio B 35 % y HETOHOIICHHBIX HOBOPOXKICHHBIX C
TeCTAIlMOHHBIM Bo3pacToM 28 £ 3 Hex [25].

N. Perico et al. [26] dakropamu recTalliOHHOTO
pucka pa3sutus OIIIl y HOBOPOXIEHBIX CUHTAIOT
NpEeXKIIEBPEMEHHBIC DPOJbI, OTPAHUYCHUE BHYTPHY-
TPOOHOTO pa3BUTHS, HU3KHE FeCTallMOHHBIN BO3pacT
Y Maccy TeJsa MpH POoKIACHUH, Hellopa3BUTHE Hedpo-
HOB TOYEK KaK CIJIeJICTBHE MPEreCTallMOHHBIX U Te-
CTaIMOHHBIX (PAKTOPOB. ABTOPHI CUMTAIOT, YTO HAIIE
MMOHUMaHHUE TOTO, KaK HAWIYYIIUM 00pa3oM ONTHMHU-
3UpOBaTh pa3BUTHE Mo4eKk U mpenoTBpatuth OIII,
HaXOJUTCS B 3a4aTOYHOM COCTOSTHHH, TEM HE MEHee,
BBISIBIICHUAE TPETeCTAlMOHHBIX W TeCTallMOHHBIX
(baxTopoB, KOTOPBIC YBEITMUUBAIOT PUCK HEOIAronpu-
ATHBIX HeoHaTalbHBIX HcxomoB OIIII, ymyumenue
HYTPUTHBHOTO CTaTyca Ha paHHUX CPOKax OepeMeH-
HOCTH, MOTYT ONTHMH3HPOBATH POCT IUIOJA U CHHU-
3UTh PUCK MPEKIEBPEMEHHBIX pOJIOB. PUCK pa3BUTHS
OIIIT cpemu kpUTHUYECKUX OONBHBIX W HETOHOIICH-
HBIX HOBOPOXKJCHHBIX YCYT'YOJSeTCs MOCTHATAIBHO,
TaK KakK 3TH JETH YacTO NUMEIOT 00e3BOKMBaHHE, CETl-
CHUC U CEeNTHYECKHH IIOK, TMOABEPraioTcs JICUCHUIO
MOTEHINAIEHO He()POTOKCUIHBIMH MpenapaTaMy.

M. Zappitteli et al., AKI Workshop (2017) [10]
C Y4YeTOM BBICOKOW HYacTOTHI JIETAIbHBIX HCXONIOB Y
HOBOpOXKIeHHBIX neteit ¢ OINIl mocraBwim psia Bo-
MPOCOB, TPeOYIOMUX pemeHus. ABTOPBI YKa3bIBAIOT
Ha HEOOXOAMMOCTh C(OKYCHpPOBATH HUCCIIEOBAHUS
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Ha OIICHKE JOCTOBEPHOCTH pa3IMYHBIX METOIOB
orpenereHus 0a30BOr0 CHIBOPOTOYHOTO KpeaTHHHU-
Ha y HOBOPOXKJCHHBIX C YYETOM (PH3HOJIOTHUECKUX
€ro M3MEHEHUN B pAaHHUI HEOHATAJbHBIM IEPUO;
Ha pa3paboTKe orpesieNieHns: 0a30BOro KpeaTHHUHA B
CBIBOPOTKE, TUHAMHMKH KpPEeaTHHHHA U 00beMa MOUYHU
npu HeoHaraabHoM OIIII myTeM nccnenoBanust HO-
BOPOKACHHBIX MJIQJICHLIEB PA3IMYHOTO TeCTaIllMOH-
HOTO M TIOCTHATAJFHOTO BO3pacTa C MEPBBIX HEIENb
JKM3HH B CPAaBHEHUU C OoJiee CTapIIuMK BO3PACTHBI-
MU TPYIIaMHU; Ha ONTHUMM3HU3AIMIO HCCIeTOBAHUN
0COOCHHOCTEH pa3BUTHUA M TEUCHHS HEOHATaJIHHOTO
OIIII 1 ero oTCpPOUEHHBIX HUCXOOB.

Pe3ynbTaThl 3MUIEMUOIOTHYECKUX WCIEA0BAaHUN
IeMOHCTpUpYIOT pocT dactoTel OIIIl ¢ BeICOKHM
PHUCKOM JIETaJbHOTO MCXO/a Yy HEIOHOIIEHHBIX HO-
BOPOKJICHHbBIX, HMMEIOUIMX HU3KUI TIeCTallMOHHBIN
BO3PAacT M HHU3KYIO, OYEHb HU3KYIO, SKCTPEMaTIbHO
HU3KYI0 Maccy Tena npu poxkaenuu [17-20]. Oxgna-
ko "actoTa nepexoma OIIIl B xponndeckyto 00ie3Hb
nouek (XbBII) y mereit, mepenecunx B HEOHATAILHOM
nepuone OIIII, ocraercst mano m3yuenHout [13,14,
27, 28].

M.W. Harer etal. (2017) [27] B 5-71€THEM KaTaMHe-
3¢ 20 HOBOPOXKICHHBIX IETEH C 04CHBb HU3KON MacCoi
Tena npu poxaenuu, neperecmux OIIII, ycranosu-
au cumkerrne CK® menee 90 Mi/MUH, TOBBIIICHUE
MOYEBOTO POTEHH/KPEaTHHUHOBOTO MHJeKca > 0,2 1
apTepuaIbLHOTO MaBJICHUS B 65 % clydyacB B OTIUYHC
oT 14 HepoHOIIEHHBIX, He MMeBIIUX 3mu30ma OIII.
ABTOpBI JIOKa3aJi, YTO HOBOPOXKJICHHBIE IETH C HU3-
KO# Maccoit Tena npu poxkaenuu, nepenecmue OI1I,
yepes 5 JIeT UMEIOT BHICOKHM PUCK HapyIIeHHs (PyHK-
uu mouek. M.W. Harer et al. (2017) [27] pexomeHTy-
10T BpaueOHOe HAaOII0IeHNE U TIOCTOSHHBIN KOHTPOJIb
(byHKIIMH TTOYEK B JETCKOM BO3pacTe y BCeX MallleH-
TOB, NepeHecux HeoHaraasHoe OINII.

S. Chaturvedi et al. (2017) [28] BbIHeCIM Ha 00-
cyxaeHue npodiemy dactotsl popmupoBanus XbII
y BepkuBIIMX Tocie OIIIl moHOIIEeHHBIX W HETOHO-
LICHHBIX HOBOPOXKIEHHBIX. HU3KKe recTaroHHBIN
BO3PACT M Macca Tejia Mpu POKICHUH Y HeIOHOIIEeH-
HBIX HOBOPOXICHHBIX, mepenecmux OIII, sBmsatot-
csl He3aBHUCUMBIM (pakTopoM pucka pazsutus XbII.
Bonpmias creneHs HEOAHOPOIHOCTH B JIUTEpaType
o OIIII B 3T0i mOMyNIAMKA HOBOPOXKICHHBIX JIETEH,
BKJIIOYAsl HCIIOJIb30BaHHME Pa3IMYHBIX OIpeeeHni
HeonaraibpHoro OIIIT u crparudukamun XbBII y ne-
Tel, He Jajia BO3MOXHOCTh MEAUIIMHCKOMY COO0OIIIe-
CTBY MPAaBHJIBHO OIICHUTH UCXObI U 4aCTOTy (popMu-
poBanuss XbBII. MHOroueHTpoBbIE NPOCIEKTHBHBIE
WCCTIEZIOBAHUS C IPUMEHEHHNEM IPeIIOKEHHBIX HEOHA-
tanpHbIX omnpenenenuit Ol u crangapTusupoBaH-

Holi crparndukanuu XBI1 y mgereit HeOOXOMUMBI JUTsE
MIPaBUJIBHON olleHKH pucka popmupoBanus XbII mo-
CcJie IepeHeCeHHOro B HeoHaraiabHoM nepuozae Ol
ABTOpBI PEKOMEH/IYIOT IOCTOSHHOE HAOIIO/IEHNE 32
netbmH, pazBuBiMu OIIII B HeoHatampHOM nIEpro-
Jie, ¢ JTMHAMHYECKUM KOHTpOIeM (YHKIUH TOYEK C
uenbto BeisiBiieHust XbII Ha caMbIX paHHUX CTaUsIX.

SAKJIKOMEHUE

B oTeuecTBEeHHOI HEOHATOIOTHN HEOOXOIUM €IH-
HBIN MOAXO K MPUHATHIM M yCOBEPIIEHCTBOBAHHBIM
Ha COBPEMEHHOM 3Tame KIacCH(PHUKAIHUiIM OCTPOTO
TIOBPEXKICHUSI TIOYeK Yy HOBOPOXKACHHBIX. OTCyT-
CTBHE MHOTOLIEHTPOBBIX SIMHUJAEMUOIOTHYECKUX HC-
CJIETOBAaHUI OCTPOTrO TOBPEXKICHUS TMOYEK y HOBO-
POXJIEHHBIX Y HAC B CTpaHe SIBIAETCS €Il HepeleH-
HOM TTpOo6IeMOH.

Pemenue crosiuei nepes oTe4eCTBEHHOW HEOHA-
TOJIOTHEH Tpo6IeMbl JOKHO OBITh HAIPaBIeHO Ha
obecrieueHue eUHOTO MOAX0/a K KIacCH(PHUKAIUSIM
OCTPOT0 TIOBPEXJIECHUS TMOYEK, HAa M3y4YEeHUE SIHUe-
MHOJIOTHH, 0COOEHHOCTEH Pa3BUTHA, TEUCHHUS U HC-
X0J1a OCTPOTO MOBPEXKACHHUS MOYEK PA3INIHON ITHO-
JIOTHH, Ha pa3pabOTKy aJTOPUTMOB MPO(UIAKTUKH,
JUATHOCTHKH U €T0 JICYEHHUS Y JOHOIIEHHBIX U HEeNl0-
HOILIEHHBIX HOBOPOXKIEHHBIX.
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KITMHUNKO-TEHETNHECKWE OCOBEHHOCTW N CTPATEINA TEPATTNW
HACJITELACTBEHHOIO BPOXIAEHHOTO N UHOAHTWITBHOTIO
HEDPOTUYECKOIO CUMHAPOMA Y [ETEV (OB30P JIUTEPATYPbI)

Kadenpa dakynsreTckoi neanatpumn, CaHkT-NeTepOyprckuii rocyaapCTBEHHbIN NneamaTpuyeckmii Me AMuMHCKNin yHmepcuteT, CaHkT-NeTepOypr,
Poccusa

PE®DEPAT

B 0630pe nutepaTtypbl NpeacTaBieHbl 3TUONOrns, KIIMHUKO-reHeTuYeckmne oCo6eHHOCTU BPOXAEHHOO Y UHDAHTUIBHOMO
HedpoTuyeckoro cuHagpoma (HC) y meten, kak n30NMpPOBaHHOrO, Tak U U C 3KCTpapeHanbHOM MaHudecTaumen. Bpox-
neHHbln HC (BHC) guarHocTupytoT y Aeteit ¢ MOMeHTa poxaeHns 0o 3 Mec, MHGaHTUbHbIA (MnageHyecknin) — ¢ 4 oo 12
Mec. OnuncaHbl KNIMHUKO-TeHeTU4YeCckne 0COOEHHOCTU HACNEACTBEHHbIX BAPUAHTOB BPOXAEHHOIO U MH@aHTunbHoro HC y
neteii, 00yCNOBNEHHbIX MyTaUMAMN FreHOB, KOAMPYIOLMX OCHOBHbIE KOMIMOHEHTLI LWeneBor anadparmMbl, rMoMepynsapHoii
6aszanbHoli MemMbpaHsbl, uMTockeneTa Hoxek nogounToB. R. Preston et al. (2019) cumTaloT, 4TO KNMHMYeckoe GeHOTMNNPO-
BaHME B COYETAHUM C LENEBbIM FEHETUYECKMM aHaNM30M 3P DEKTUBHO B ANArHOCTUKE CTEPOUA-PESNCTEHTHOIO BPOXAEH-
Horo n nHdanTunbHoro HC y geteri. B HacTosilLee BpeMS pEKOMEHAYIOT BbIMONIHEHNE MEHETUHYECKOro TECTMPOBAHUS [0
Havana MMMYHOCYNPECCUBHOW Tepanumn 1 Ao NpoBeaeHns 6noncum novykn. MyTaumMoHHbIA CKPUHUHT FeHOB nokasaH npu
HacneacTBEHHbIX BapuaHTax BpoxaeHHoro (NPHS1, NPHS2, WT1, LAMB2, PLCE1, LMX1B) n nHdaHtunsHoro (NPHS2,
NPHS1, WT1, PLCE1, TRPC6, ACTN4, ADCK4, COQ2, COQ6) HC y neTeir. HYactota ob6HapyxeHusa mytaumm NPHS1 ocTa-
€eTCs BbICOKOW cpean HedUHCKNX crydaeB BpoxaeHHoro HC. B mexayHapoaHoW npakTuke C Liefiblo paHHen AnarHoCTuKu
1 onpenenenns Tepannm ropMOHOPE3NCTEHTHOIO BPOXAEHHOIO U MHGaHTUNbHoro HC y aeTeit cnonb3yoT COBPEMEHHbIE
MEeTObl MyTaUMOHHOIO CKPUHMHIa. bruoncus noykn oTXoAMT Ha BTOPOW nnaH. MNprBeaeHa coBpeMeHHasa cTparterns Meau-
KaMEeHTO3HOW 1 paHHel 3aMecTUTeNIbHOM noveyHol Tepanun. BepgeHune pgeteii ¢ BHC duHckoro tmna npepgycmarpusaeTt
eXeJHEeBHble BHYTPUBEHHbIE UHPY3UM anbbymMuHa, paHHME OBYCTOPOHHIOW HE(PPIKTOMUIO, AMaNU3 U TPaHCMIaHTaLMO
MOYKN. 5-NeTHAS BbIKMBAEMOCTb NALUMEHTOB C BPOXAEHHBLIM N MHPaHTUNbHLIM HC nocne TpaHcnaaHTaumm noYyek cocTas-
nset 6onee 90 %, BbIXXMBAEMOCTb NoveyHoro annorpadta — 6onee 80 %.

KnioueBble cnoBa: BPOXAEHHbI U MHOAHTUIbHLIN HEDPOTUYECKUIA CUHAPOM, CTEepOoun-4yBCTBUTENbHbIN N CTEPOUA-
PE3UCTEHTHbI HEPPOTUYECKNIA CUHOPOM, FEHETUYECKOE NccneoBaHne, Tepanus, HOBOPOXAEHHbIE U TPYAHbIE AeTH

N.D. Savenkova®, M.I. Chakhalian

CLINICAL-GENETIC FEATURES AND THERAPY STRATEGY OF HEREDITARY
CONGENITAL AND INFANTILE NEPHROTIC SYNDROME IN CHILDREN
(LITERATURE REVIEW)

Department of faculty pediatrics, Saint-Petersburg State Pediatric Medical University, Saint-Petersburg, Russia

ABSTRACT

In the literature review are presented the etiology, clinical and genetic features of congenital and infantile nephrotic syndrome
(NS) in children, as of isolated and with extra-renal manifestations. Congenital NS is diagnosed in children from birth to 3
months, infantile NS — from 4 to 12 months. Clinical and genetic features of hereditary variants of congenital and infantile NS
in children caused by mutations of genes encoding the main components of slit diaphragm, glomerular basement membrane
and the cytoskeleton of the podocyte feet are described. R. Preston et al (2019) believe that clinical phenotyping combined
with targeted genetic analysis is effective in diagnosing steroid-resistant congenital and infantile NS in children. Currently, ge-
netic testing is recommended before initiating immunosuppressive therapy and performing a biopsy of the kidney. Mutational
screening of genes is shown in hereditary variants of congenital (NPHS1, NPHS2, WT1, LAMB2, PLCE1, LMX1B) and infantile
(NPHS2, NPHS1,WT1, PLCE1, TRPC6, ACTN4, ADCK4, COQ2, COQ6) NS in children. The NPHS1 mutation detection rate re-
mains high amongst non—Finnis cases of congenital NS. In international practice, with the aim of early diagnosis and treatment
of steroid-resistant congenital and infantile NS in children, modern methods of mutational screening are used. Renal biopsy
fades into the background. The literature review presents a modern strategy of drug and early renal replacement therapy. Rec-
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ommendations for the management of Finnish-type congenital NS in children followed by many teams include daily albumin
infusions, early bilateral nephrectomy, dialysis, and transplantation. The 5-years survival of patients with congenital and infan-
tile nephrotic syndrome after kidney transplantation is more than 90 %, the survival rate of the renal allograft is more than 80 %.

Keywords: congenital and infantile nephrotic syndrome, steroid-resistant and steroid-sensitive nephrotic syndrome, genetic

research, therapy, newborns and infants
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AKTyaJIbHOCTh TPOOIEMBbl BPOXICHHOTO WM WH-
¢antunbHoro Hedporudyeckoro cuaapoma (HC) y
neteit 00yclioBiIeHa 0COOCHHOCTIMH 3THOJIOTUH, pa3-
BUTHSI BO BHYTPHUYTPOOHOM, HEOHATaJIbHOM U TPyI-
HOM TIEPHOJAX, CEPhE3HBIM MPOrHO30M TEUCHHS H
ucxona [1-7].

Lenpro 0630pa siBIsieTCs: 0000IIEHNE UMEIOIIUX-
Csl B IUTEpaType CBEACHUM O KIMHUKO-TeHETHUECKUX
0COOEHHOCTSIX BpOXAeHHOro 1 uHpanTuwisHoro HC
y HOBOPOXKJCHHBIX M TPYAHBIX AeTel. Y aereil mepso-
0 rojia )KU3HU NPUHATO BT Congenital/Bpoxk-
neHsbiil u Infantile/ nHpaHTUIBHBIN, MITaICHYSCKAN
HC [1-7]. Bpoxnennsiit HC (BHC) manugectupyer
y IIETeH ¢ pOXKACHUS JI0 3 MeC, UHPaHTHIBHBIN (MJa-
nenveckuit) HC (MHC) Bo3HuKaeT y rpyaHbIX AeTei
¢ 4 no 12 mec [1, 3—7]. Tako#t nonxof, CyIECTBYIO-
oM B MEXIYHApOAHOM TpakTHKE, ONpaBdaH, TaK
Kak y gereil ¢ BpoxaeHHBIM M HMH(aHTHIbHBIM HC
HaOMI0AaI0TCsl BHYTPUYTPOOHOE TIOpaKeHHUE, MpoTe-
uHypHus ¢ 21-i HeeaM recTalyy, KIIMHUYECKUE TPo-
SIBJICHUSL C POXJICHHS WM Ha MEPBOM TOAY KHM3HH,
HeOnaronpusTHoe Tedenue u ucxop [1-7]. [lpu HC y
neteii nepsoro roja xuzau ¢ BHC u MTHC mopdono-
THYECKUE U3MEHEHHsI KIacCUPUUUPYIOT KaK MUKPO-
KHCTO3 KaHAJIbIIEB, )OKATBHO-CETMEHTAPHBIH TIIOMe-
pynockiiepo3 (OCI'C), muddy3Hblil Me3aHTHATBHBIT
ckiepo3 (IAMC), munumaneHbie u3Menenus (MU),
peke MeMOpaHO3HBIE, ME3aHTHONPONU(epaTUBHEIE,
nucrasus [1-3, 5, 7, 8].

Bpoxnennsiii n undantunsasit HC y neteit mpo-
SIBIISIETCS.  M30JIMPOBAHHBIM CHMITOMOKOMILJIEKCOM,
Kak IepBUYHOE 3a0oseBaHHe COOCTBEHHO TIIOYEK,
n manudecranuedr HC u skcTpapeHaIbHBIX MPO-
SIBJICHHH B CTPYKType BPOXKICHHOTO WM MpPHOO-
pererHoro 3aboneBanus [1-5, 7-9]. [lo oTBery Ha
KOPTUKOCTEPOUJHYIO TE€PAIUIO BBIACISIIOT TOPMOHO-
YyBCTHUTEJIbHBIC, TOPMOHOPE3UCTEHTHBIC BapUaHTHI
BHC u UHC. V neteit ¢ HaclIeaCTBEHHBIM BPOXKICH-
HbIM U uH(paHTWIbHEIM HC ycraHaBnuBaroT yarie
crepougopesucrentnocts [1-3, 5, 7]. Crepoun-
pe3uctentHbll HacneAacTBeHHsldi BHC u MHC xa-
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paKTepu3yeTcs MEIUICHHBIM WA OBICTPBIM IPOTpeCc-
CHUPOBaHUEM B MOYECYHYIO HEJOCTATOYHOCTH, TPEOy-
IONIYI0 3aMeCTHTEIbHON ToueyHor Tepanuu (3I1T)
METOJIOM MEepUTOHEaNbHOTO nuanusza [1-3, 5, 7-9].

H. Jalanko, C. Holmberg (2016) [1] ¢ yd4erom
PE3yJIBTaTOB MOJIEKYISIPHO-TEHETUYECKOTO MCCIIe/0-
BaHUS MPEJICTABUIN KIACCU(PUKAIIIO BPOXKICHHOTO
HC y nereit (Tabm. 1).

HacJuienctBeHHbIi BpOKIeHHBIH H HHPAHTHIIb-
HbII He()pOTHYECKUI CHHIPOM

B Hactosimee Bpemsi M3BECTEH IUPOKUH CIIEKTP
MyTallii TeHOB, OTBETCTBEHHBIX 3a pa3BUTHE Ha-
cieacreeHHOro BHC, kK KOTOPBIM OTHOCSITCS T€HBI He-
¢puna (NPHS1), momoumua (NPHS?2), B2-namunnna
(LAMB2), cynpeccopa omyxonmu Bmibsmca (WT1),
docdommmnazsl C sncunonl (PLCEL) u mp. [1, 2, 5-8,
10-14]. B xaranore OMIM [12] cucteMaTu3upoBaHbl

Tabnuua 1/ Table 1
Knaccudukauus BpoXxaeHHOro
HedpoTUyeckoro cuHgpoma [1]

Classification of Congenital Nephrotic
Syndrome (CNS) [1]

MepBuyHbIN BHC

HedpuH (NPHS1) mytaumsa reqa (NPHS1, BHC, nsonupoBah-
HbIi HC)

MopoumH (NPHS2) mytauus reHa (NPHS2, nsonmposaHHbiin HC)
®docodonmnnasa C ancunoH1 (PLCE1) mytaums reHa (NPHSS3,
M3011MpPOBaHHbIN HC)

leH cynpeccopa onyxonn Bunbmca (WT1) (Denys—Drash cuH-
LPOM, N30A1POBaHHbI HC)

NamuHnH-B2 (LAMB2 reHa mytauusi, cuHgpom Pierson, nso-
NMpoBaHHbIN HC)

NamunHnH-B3 (LAMB3 myTaums reHa, 0ynnesHbii annaepmonms )
MyTaunsa TpaHckpunumoHHbix daktopos1b (LMXB1) apTtpo-
octeooHmnxoamcnnasuns (Nail-Patella syndrome)

HedexT rena OCRL — cungpom Jloy/Lowe

Mytauuns rena ARHGDIA (RhoGDIA pedekT)

MyTauus B reHax MUTOXOHAPUASIbHBIX 9H3UMOB, OTBEYAOLLMX
3a cnHTe3 Q10 (COQ2, COQ6, ADCK4)

Cunpgpom Galloway—Mowat (MyTauus reHa Hem3BecTHa)

BropuuHbiii BHC

BpoxaeHHbI cudunnmnc

Tokconnaamos

Manspusa

LinTomeranoBupycHas nHdekums, kpacHyxa, renatnt B, BUY
CuctemMHasi kpacHasi BoslYaHka y matepu

HeoHaTanbHble aHTUTEeNa NPOTUB HENTPaNbHON aHAONENTUAA3bI
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TeHbI, OTBETCTBEHHBIEC 33 Pa3BUTHE HACIEACTBEHHOTO
BHC u UHC y nereii. Myraiu B reHax, KOIupyro-
IMX KOMIIOHEHTHI IIOMEpYJISIpHOW Oa3aibHOW MeM-
OpaHbl, IIEJICBOW JuadparMbl, CTPYKTYpPHBIC WIIH
(byHKIIMOHAIBHBIE OCJIKHU TIOIOINTA, YCTAaHABIMBAIOT
B OOJBIIMHCTBE CIy4aeB CTEPOUI-PE3UCTEHTHOTO
BHC u UHC y nereit, uneHTudUKAIMS 3TOTO MOHO-
IFeHHOro Jie)eKTa MO3BOJIMIIA TONYYUTh (yHIaMEH-
TalbHYyI HH(OpMarmio o narorenese [1, 2, 6-11, 13,
14]. A. Trautmann et al., PodoNet peructp (2015)
[13] u3 1655 neteii, BKITIOYCHHBIX B UCCIICAOBAHUE, CO
crepous-pesuctenTHrii HC ManugectupoBan B nep-
BbIe 5 JeT xu3Hu B 64 % cimyuaeB. BHC ycranosieH
B 6 %. MyTaloHHbIi CKpUHUHT 14 reHOB, IPOBECH-
HbIi1 y 1174 nereit, BeisBiI B 23,6 % reHeTHIECKUE 3a-
Oonesanus, yame myTtaruu NPHS2 (138), WT1 (48),
NPHSI (41).

B cBA3uM ¢ MOCTOSHHO PACTYIIMM YHCIOM MYyTa-
UMl TEHOB, KOIMPYIOIIUX OCHOBHBIE KOMITOHEHTHI
mieneBoi quadparmel 1 ['BM, mutockenera HOXeEK
MOJIOINTA, XapaKTepU3YIOUIMXCS BapruabeIbHOCTHIO
kimuandeckoro penoruna BHC u MHC y nereit, He-
(bpostorn 4acTo CTAJKUBAIOTCS C PA3MYHBIMHU TPY/-
HOCTSIMH JIMATHOCTUKH U jieueHus [1-3, 5—7]. ImeHHO
panHee BbIBIeHHE MyTauuil y aereit ¢ BHC u UHC
MO3BOJIAET MPUMEHATh AuddepeHIpOoBaHHbIN TO-
XOJI K JICUCHHUIO B Ka)K/IOM KOHKPETHOM CiIydae, JaeT
BO3MOKHOCTh M30€KaTh MPOBECHUS UMMYHOCYTIpeC-
CHBHOI1 Teparuu KOPTUKOCTEPOUIaMH U ITUTOCTATHKA-
MH, TEM CaMbIM MPeIOTBpaIaTh ee mooouHbIe A dek-
TBI, TIPOTHO3MPOBATh PEIMIUBHI 3a00JIEBaHUS TIOCIEe
TpaHcianTtanuu mouku [1-3, 5, 7]. ['eHernueckuit
muarno3 BHC u MHC mo3BonsieT TpoBECTH CKpHU-
HUHT U paHHEE BBIABICHHE COYETaHHOW IATOJIOTHU
(Mpu MONMMCHHAPOMANBHBIX (opMax ¢ BHEMOYCUHBI-
MU miposieieHusamMu) [1-3, 5-7]. B Hacrosmiee Bpems
pa3pabaThIBalOTCAd PEKOMEHAAINH, JEeTATU3UPYIOLIHe
WCTIOJIb30BaHNE MYTAIMOHHOTO CKPUHUHTA Y JAETeH co
creponn-pesucrenTHHIM BHC u MUHC [1, 2].

IlepBuYHBIl BpOXICHHbIH HeQpPOTHYCCKUIH
CHHIPOM

Bpoxnennsiit HC BcTpewaercss ¢ wacroroir 1-2
ciaydast Ha 100 000 mereit [1-3]. BHC mposiBnisietcs B
niepBbie 3 mec xu3HM B 75-100 % cirydaes, cBs3aH ¢
TeHETUYECKUMH MYTaIllUSIMH, KOTOpPbIE JIOKAJIN3YIOT-
¢ B ogHoMm u3 matu reHoB NPHS1, NPHS2, WTI,
LAMB?2, PLCE1 [1, 2, 5-7, 10, 11]. MyTtauust B reHe
NPHS1, xogupytomiem HeppHUH-TIaBHBIH KOMIIOHEHT
mIeIeBol auadparmMel, TpUBOAUT K pa3Butuio BHC
¢dunckoro tuma [1-3, 6, 7]. Mytamnuu rena NPHS1 ot-
BETCTBEHHBI 32 Pa3BUTHE ayTOCOMHO-PEIECCUBHOIO
BpoxieHHoro HC ¢unckoro Tuma, KOTOpBINA MPOSB-
nsiercst TsokensiM henoturnom HC ¢ MaccuBHOIM mpo-

TEUHYpHEeH, TOPMOHOPE3UCTEHTHOCTHIO, OCIOKHEHH-
SIMH, TIPOTPECCUPOBAHIEM B TEPMUHAIBHYIO CTaINIO
rmoveyHoi HepgocTaTtouHocT [1-3, 6, 7, 12—14]. Ya-
cToTa oOHapyKeHus y neteit mytanmii reHa NPHSI
ocTaeTcsi BRICOKOM cpenu HepuHckux ciydaes BHC
[2,5,10,12, 14, 15].

IlepBuYHBIH HHPAHTUIBHBIH HeppoTHYECKHUIT
CHHPOM

Mounorennsiit uHManTwbHEI HC, KOTOpHIH BO3-
HUKaeT y MJaAeHIEeB oT 4 mo 12 mec XKu3HH, Jaiie
cBs3aH ¢ MyTtanuei B rene NPHS2, xonupytorem mo-
normH [1-3, 11-13]. I'en NPHS2 xonupyet momommH-
MHTETpaIbHBIA MEMOpaHHBIN OeNIOK, Y4acTBYIOIINI B
CTPYKTYpPHOH OpraHu3alliy eseBoil nuadparmel, co-
e/IMHSCT KOMIIOHEHTHI IIeIeBOr JauadparMbl U IUTO-
ckenera HoxeK noforwra [ 11]. Mopdonorudeckn uH-
¢dantinbHeil HC y neteli mposiBisieTcss MUHAMAITbHBI-
Mu u3mMeHeHnsIMA Wit OCI'C, KITUHUYECKH TOIHBIM
WM HETIOJHBIM CHMITTOMOKOMIUIEKCOM, TOPMOHOUYB-
CTBHUTEJIBHOCTHIO MJIM TOPMOHOPE3UCTEHTHOCTHIO [1—
5, 11, 14]. Pa3nu4aior cTepoua-4yBCTBUTEIbHbBIE MU
CTEPOH/I-PE3UCTCHTHBIC BapUAHTBHl WH(DAHTUIEHOTO
HNHCy nereii. Crepoun-pesucrentusiii UHC obycnas-
JIMBAET CJIOKHOCTH JUATHOCTHKH U BEACHUS peOeHKa.
Myrtamuu rena NPHS2, xapTupoBaHHOro Ha Xpomo-
come 1g25-32, BBI3BIBAIOT ayTOCOMHO-PEIECCUBHYIO
dopmy cemeiinoro ®CI'C. MyTtanuu resa mojgoiuHa
MOTYT BBI3BIBaThH criopanudeckue ciaydan OCI'C, ko-
TOpBIE paHee CYUTAINCH IPUOOPETEHHBIMU 3a00IIeBa-
Husmu [1-3, 11-14].

N30MpoBaHHBI BpPOAKACHHBIA U HHPAHTUIb-
HbIi HepoTHYECKHI CUMHAPOM

Bpoxkaennblii HeppoTuyeckuii cMHAPOM (uH-
CKOI'0 THUMAa

Bpoxnaennsiii HC ¢unckoro tumna (MIM 256300)
Obu1 orrcad B ®unnsHauu [1, 3, 15]. Tum Hacnenosa-
HUS ayTOCOMHO-PELIECCUBHBIN. MyTanuu resa, Joka-
JTU30BaHHOTO Ha XpoMocome 19q13.1, mpuBomsT K paz-
Butrio BHC ¢unckoro tuna [1, 3, 5-13]. M. Kestila
et al. [6] omucanu HoBBIN TeH NPHS1, xomupyromnuit
HepHH, JI0Ka3any HapylleHue CHHTe3a HedpHHa TI0-
JonuTaMu BesteAacTBue Mytanuu rena NPHS1. B na-
cTosiiee BpeMs M3BeCTHO Oonee 250 MyTtanuil reHa
NPHSI1 [1-3, 5-8]. IIpu 21eKTpOHHOI MHUKPOCKOITHH
MMMYHOTHCTOXMMHUYECKOE HCCIIeIOBaHNE OHONTATOB
yCTaHaBJIMBAET OTCYTCTBHE JKCIpeccHH HeppuHA B
ieneBoit quadparme, punaMeHThl Auad)parMbl HE BH-
syanusupytorcs [1-3, 6, 7]. 3aboneBanue mposSBISCTCS
noabM HC, ¢ remarypueii B iepBbIe THH WK HENleNn
Tocyie pOXKJICHUS. YCTaHABIUBAIOT Y OEpeMEHHbIX Ma-
Tepel recTo3, IpekIeBpEMEHHBIE POIbI, y TUIOA MPO-
TEMHYPUIO, BHICOKUH ypOBEHb aiib(a-heTonporenHa
B MATEPUHCKON KPOBH U aMHUOTHYECKOM >KHUIKOCTH,
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[IPU POXKJICHUN peOeHKa OOIBIITYIO OTEUHYIO TUIAIIEHTY
(macca ee gocruraer 25-50 % macchl Terna HOBOPOXK-
JICHHOTO), OKpallleHHbIe MEKOHHEM OKOJIOIIIOAHBIE
BOJIbI, BBIPQ)KEHHBIE OTEKH HOBOPOXKJIEHHOTO BCIIE-
ctBue nporeuHypun 10-20 1/1 ¥ rUnoasTL0yMUHEMUN
[1-7]. Bpoxnennsiii HC ¢uHcKoro THma y aerei siB-
nsiercst crepoui-pesuctentHsM [ 1-4, 7]. BHC Benen-
ctBre MmyTanuu rena NPHS1 B paznuysbIx nmomyssimum-
AX 7ieTeil mpeo0iiaaeT, MpPoTeKaeT TSKEI0 ¢ OCIOKHE-
HUSIMH, UMEET BBICOKHH PHCK JIETaJIbHBIX UCXOMOB |1,
2,5-7,10, 14, 15].

BpoxkaeHHblii HeppoTudeckuii CHHAPOM (ppaH-
1Y3CKOI0 THNA

Bpoxnennsiit HC ¢paniry3ckoro tuma c u3o-
mupoBanHbeM  JIMC, OMIM 600995, mnepemaercs
ayTOCOMHO-PEIIECCUBHO M ayTOCOMHO-TOMHHAHTHO
[1-5, 7, 9]. B 1973 1. R. Habib, E. Bois yka3anu Ha
muddy3HbI MezaHrnabHbIN ckiepo3 (JIMC) kak Ha
OTYCTJIMBBIA TUIT MOP(OIOTHYECKUX M3MEHEHHH TpH
BHC u UHC y neteit, ObIcTpO IPUBOAALIHIA K ITOYEY-
HBI HefocTaTouHOCTH [4, 9]. Y mereit ¢ m30mMpoBaH-
vbM JIMC ommmcanst myTartuu rena WT1 [2]. Berssie-
uel myTtanmu resa PLCE1 npu uzomuposanaom BHC
nmi MHC ¢ JIMC [16-19]. [TonHBIi WX HEMTOIHBII
cumnromokoMiuiekec BHC ¢ IMC nuaraocTupyroT mo-
cie poxaenus pedenka g0 12 wen. [Ipu BHC ¢ IMC
MIPOTEHHYPHS CYIIECTBYET ¢ 21-if Hemenu recranuu, B
ormurie or BHC ¢unckoro tuna anbha-heronporenn
HE MOBBIIIEH B MAaTEPUHCKOM KPOBU M AMHUOTHYECKON
KUJKOCTH, TUTAIEHTa MPU POXKICHUU peOeHKa He
oteunas [1, 3, 6, 7, 9]. Ilpu MuUKpockonuy OGMONTATOB
BeLBILTIOT JIMC, a 3arem U II00alIbHBIA CKIIepo3 6e3
KJIeTouHOH nponmdepanu [9, 16]. Bpoxnennsiit HC
¢ IMC y nereit ¢ BHC u MHC xapaxrepusyercs pe-
3MCTEHTHOCTBIO K MPEAHU30JIOHOTEPATINH, Pa3BUTHEM
MOYEYHOM HEJOCTATOYHOCTH.

Hedporuveckunii CMHAPOM IPH MYTAallMU I'€Ha
PLCE1 (NPHS3)

Myranus rera NPHS3 (PLCE1 — docdomnuma-
361 C sncunonl) [16-19] obycnaBiuBaer pa3BUTHE
BpoXkaeHHOTO U UH(anTuisHOro HC, B OCHOBE KO-
toporo jexut JJMC. Yka3eIBaroT Ha TO, YTO Y YaCTH
neteid mytanuus PLCE] mpotekaer 6ecciMITOMHO.
OTO0 03HAyYaeT, YTO eIle MPEICTOUT BBIJCINUTH TeHBI —
MO (UKATOPHI, B3aMMOJICHCTBHE KOTOPHIX MPHBO-
muT K passutuio oo IMC, mu6o ®CIC [2, 16-19].
MexaHu3MBbl, BCIEICTBUE KOTOPHIX MYyTaIlMH TeHa
PLCE1 Be3pBator HC, akTuBHO M3yd4aroTcs. Ycra-
HoBieHo, 9yTo PLCE] skcmpeccupyeTcst B pa3BUBaio-
LIUXCS U 3pEIIbIX MOJIOIUTAX, B PE3YJIbTaTe MyTaluu
9TOTO TeHa IKCIPECCHs MOA0NINHA U HedpHHA B IIIe-
neBoil muadparme ymensbmaercs [17, 19]. V mereit
C JJAHHOW MyTalueil BBISBISIIOT MOP(OIOTHUECKYIO
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kaptuHy JAMC, npeaHn30I0HOTEpanus B COYCTAaHUT
C MHTMOUTOpaMU KalblIMHEHPHUHA JaeT MOJI0KUTEb-
HBIH 2 dexT [17].

HacaencrBeHHbIil BpOXkACHHBIA M HH(paH-
TWIbHbIH HepoTHYECKHII CHHAPOM, ACCOLMUPO-
BaHHBIH € IKCTPapeHAJIbLHBIMHU NMPOSABICHUAMH

Hedporuyecknii cunapom npu Denys—Drash
CHHJpOMe

Hedponarus npu omyxonu Bunbmca y HOBOpoXk-
JICHHBIX ¥ TPYAHBIX AETell MpOTeKaeT B BUAE M30JIH-
POBaHHOHN MPOTEHHYPHUH, HENoJaHoro u mnonxHoro HC
[1-4,9,20-23]. P. Denys et al. (1967) [22] u A. Drash
et al. (1970) [23] ommcanu XapaKTepHBI CHMIITOMO-
komriekc HC-cunnmpoma u Hedpodnactomel. Couera-
uue HC ¢ JIMC, onyxonu BunsMmca (3MOproHambHas
HedpobIacToMa) U MYIKCKOTO TIceBaorepmadpomm-
THU3Ma xapakrtepusyercs kak Denys—Drash syndrome
(OMIM 194080) [1-5, 9, 22, 23]. Ilpu cunapome De-
nys—Drash oOHapyxeHna mytanus rena WT1, okasu-
30BaHHOTO Ha Xpomocome 11p13 [1, 2, 5]. Knunamue-
ckas MaHugecranus Hedponaruu npu Denys—Drash
CHHJIpOME OYeHb BapHaleslbHa: MPOTEUHYPHS C POXK-
nennst wim BHC (14 %), nadantunsaeiit HC (41 %),
MCXOJ1 B TEPMUHAIBHYIO IOYEUHYIO HEJJOCTaTOUHOCTh
Kk 1-3 rogam (27 %) [1-5, 9, 20-23]. BHC u UHC y
neteit mpu cuaapome Denys—Drash xapakrepusyercs
CTepOUI-PE3UCTEHTHOCTHIO, ITUTOCTATUKOPE3UCTEHT-
HOCThIO [9]. LlemecooOpa3HOCTh MpoBEACHUS OHOII-
CUM TIOYKHM B JIaHHOM CIIyyae COMHHTENIbHA, BBUAY
MMEIOIIEHCs] OMAacCHOCTH KOHTaMWHAIMK TIPHUIIETaro-
IIMX 37I0POBBIX TKAHEH U INCCEMHHAITUH OITyXOJIEBbIX
KJIETOK 10 OpraHu3My peOeHka ¢ (popMHUpOBaHHEM
MeTacTarndecKkux ovaros [1, 9].

K. Nishi et al. (2019) [21] cpaBHWIN TOYCUHYIO
BbDKHMBaeMoCTh 1o Kaplan—Meier aHamu3y cpoku
MIPOrPECCUPOBAHMS B IOYEUHYIO HEIO0CTaTOYHOCTH
y neteil mpu HeoHaTtanbHoM Denys—Drash cunapo-
Me u BHC ¢unckoro tumna, koropasi cocraBuia 6 u
910 nHE# cOOTBETCTBEHHO.

R. Habib et al. (1990, 1993) BrnepBbic mokaszaiu
pe3yibTarhl YCIEIIHOW MOYE€YHOW TpaHCIUIaHTaIluu
netsim ¢ cuaapoMoM Denys—Drash. B karamuese jie-
TeH, MOMyYMBIINX TPAHCIUIAHTAIUIO TIOYKH, PELUIH-
BOB HE ycTaHoBJeHO [9, 20].

BpoxkaeHHbIii 1 MHPAHTWIBHBIA HedpoTHUe-
cKkMii cuHapoM npu cunapome Frasier

AyTocoMHoO-penieccuBHbIN cuHapom Frasier (MIM
136680) xapakTepu3yeTcsl COYETAaHHEM MY KCKOTO
nicenorepmadpoauTi3Ma, ronanodmactombl 1 HC ¢
OCI'C, MeIeHHO MPOTPECCUPYIOIIETO B MOYCUHYIO
HemocTarouHocTh [1, 2, 5, 24-26]. Ilpu curmpome
Frasier oGnapyxena mytamust rera WT1 [24-26].
Cunnpom Frasier xapakTepu3yercsl IIIOMepyJIonaTruei
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¢ nmporeunypueit wm HC, ¢ Moponoruyeckoit kapTu-
ot ®CI'C. CunapoM MposIBISETCS M30JIMPOBAHHON
nporennypueit wmu HC y gereil B rpyaHoM, paHHEM
WIN JOIMIKOIEHOM Bo3pacte [1-3, 26]. Teuenue 3a-
OoJsieBaHMs ¢ MeUIEHHBIM (POPMHUPOBAHUEM XPOHUYE-
CKOI1 00JIe3HM ToYeK. PeruanBel y mamyeHToB mocie
TPaHCIUIAHTAILIUY TIOYKH HE onucansl [1-3, 25].

BpoxkaeHHbIi He()pOTHYECKHII CHHAPOM IpH
Pierson cunapome

Cunppom, onucannslii Pierson B 1963 rony (MIM
609049), ¢ ayTOCOMHO-PEIIECCUBHBIM THIIOM HacJie-
nmoBaHust obOycnoeneH myrtammein LAMB2 [1, 2, 5,
27-32]. Cunzapom xapakTepu3yeTcs INa3HbIMU aHOMa-
usiMA (MEKPOKOPYS, 38 JTHUN JIGHTUKOHYC, KaTapakTa,
Mopa’keHNe CKJIEPHl U CETYATKH) U MAaToJI0THel MoueK
(Bpoxnennsiit HC ¢ IMC, TyOynspHOIl MUKPOKHCTO3-
HOHW TpaHc(opMaluel, ¢ MporpeccupoBacM B Movey-
HYI0 HEJOCTaTO4YHOCTh) [2, 5, 27-32]. I'eneTnueckoe
HCCTIeZIOBaHUE MIPU CHHApOME Pierson BBISBISET My-
taruu reaa LAMB2, nokann30BaHHOTO Ha XpOMOCO-
Me 3pl4-p22, xonupyromiero B2 laminin wm LMX1B
[27-32]. Monekyna JaMHHUHA SIBISICTCS KOMITOHCH-
toM I'BM, cetyarku, a Takke 6a3aIbHOTO JIMCTKA BHY-
TPUIVIA3HBIX MBI U HEHPOMYCKYISIPHOTO CHHArca
ma3 [29, 30]. ['mcromornueckoe HccleaoBaHUe OHO-
NITaToB MOYKH Yy Aereil ycranaBmmBaer [IMC, OCI'C
[2, 5, 27-31]. MyTalMoHHBIN CKPUHHUHT y TAIIUEHTOB
rokazan myTauuu rera LAMB2, y KoTOpbIX pa3BuII-
cst BHC, xapakrepusytomuiics @CI'C [30]. Curapom
Pierson y neteii xapaxkrepusyercsi IpOTEHHYpUEH WiIn
BHC c nporpeccupoBanueM B OYEUHYIO HEJOCTATOY-
HOCTb B T€UEHHE TIEPBOT0 roja KU3HH.

Bpoxkaennblii  HedpoTHMYeCKMd  CHHAPOM
Beiencreue myranuu reia ARHGDIA (RhoGDIA
nedeKr)

Crepoun-pesucrentasrii BHC ¢ JIMC wm ©CI'C
y JieTeit 00ycIoBieH ayTOCOMHO-PELeCCUBHON MyTa-
nueii rena rena ARHGDIA, kogupytomero Rho-GDP
HHTUOHUTOP anb(da, 4To MPUBOAUT K HAPYIICHHUIO aK-
TUHOBOTO ITUTOCKENETa MOMOIUTOB [2, 5]. Y B3poc-
JBIX TaLMEHTOB cO cTepoua-pesuctenTHeiM HC ¢
OCI'C BBIABISAIOT ayTOCOMHO-JJOMHHAHTHYIO MyTa-
nuto rena ARHGAP24, xonupyromero Rho-GTPase-
aKTUBaropa mnporenHa 24 [2].

NudpanTnibHbiii HeGpoOTHYECKUH CHHAPOM C
OyJLUIe3HBIM 3MHUIEPMOJIH30M BCJEACTBHE MYTa-
uuu B renax LAMB3 unu ITGB4, ITGA3, CD151

Crepoun-pesucrentusiii. BHC wm HWHC ¢
ayTOCOMHO-PEIIECCUBHBIM THIIOM HAacJeJOBaHUA B
accoluanuy ¢ OyJJIe3HBIM JMUAECPMOIIU30M, OHUXO-
TUCTPOHUECH U TIIYyXOTOTOM OOYCIIOBICH MYTaIlUSIMHU
resoB LAMB3 uwm ITGB4, ITGA3, CD151, komu-
pytoumx koMmnoneHTsl ' BM (amunun B3, nHTerpHHa

p4, a3, CD151-anTurena) [1, 2, 5, 12]. Mopdosoru-
YecKHe M3MEHEHHs Tpu cTepou-pesnctenTHoM BHC
nwm MHC knaccudumnupyrot kak @CI'C ¢ nmporpeccu-
pOBaHMEM B MMOYEYHYIO HEAOCTATOYHOCTS [2, 5].

B namem nabGiromeHWHM OBYX CHOCOB (MAaJBIHK C
HC u neBouka ¢ mepCHUCTHPYIOMICH MPOTCHHYpPUECH)
C ayTOCOMHO-PEIIECCUBHOI HedpomaTueil B accomua-
UK ¢ OYJIJIC3HBIM MUICPMOIIU30M, OHUXOAUCTPOPH-
eil (B BHJE IMOJHOTTEBOTO THIIEPKEPaTo3a) M ITyXO-
TOM BhLABIeHA myTarus reHa CB151 (OMIM 60243)
[12]. V mabmromaembix cubcoB (6 u 3 JeT) cTepou-
PE3UCTEHTHBIN U IIUTOCTATUKO-PE3UCTCHTHBIN HH(paH-
trbHBINH HC ¢ @CI'C u coxpanHol (GyHKIHEH MMOYEK.

Hedporuyecknii cHHAPOM @IpH apTPOOCTEO
onuxoaucmiaazum — Nail — Patella syndrome

Hacnencteennas onmxoocteomucruiazus  (MIM
161200) ¢ ayTocOMHO-TOMUHAHTHBIM THUIIOM HacJIeI0-
BaHMS XapaKTepPHU3yeTCsl TUIOIIa3uel WM aruia3uen
HA/IKOJICHHOM JaIieuku (OJHOCTOPOHHEH HITH JIBYCTO-
poHHEl), runoriasueil U aucTpodueil HOrTel, KocT-
HBIMH BBIPOCTaMH Ha TPEOHSX MOAB3IOUIHBIX KOCTEH,
[JIa3HBIMU AHOMATMSAMH (TJIayKOMa), TIaTOJIOTHEHN TIoueK
[1-5, 12]. TunwgHBIMYA SBISIFOTCS TUCTLIACTUICCKHUE U
TUTOTUIACTUYECKHE M3MEHEHHsI HOTTEell MajblieB, OT-
CYTCTBHE HOITEH Ha OONBIIMX mMajbIlax. MyTarms
rena LMX1B, kaptupoBanHoro Ha xpomocome 9q34,
oOyClaBIMBaeT MaToJOTMI0 KOoJUlareHa W HapylleHHe
ctpyktypsl I'BM [1, 2, 5, 12, 34]. Onucano 6onee 180
TeTepo3UToTHBIX MyTarmii reHa rena LMXI1B [5, 33,
34]. Ilatonmorus MO4YEK y HOBOPOXIEHHBIX W JeTel
rpyaHoro Bospacta ¢ Nail — Patella cuapomom xapax-
TepU3yeTcs aCHUMITOMATUYECKOM remarypuei, Ipo-
TEUHYpHUEH WIN NPOTEUHYPUEN C Pa3BUTUEM CTEPOUJI-
pesucrentHoro HC, nmporpeccupyromero B Mo4eqHyIo
HemoCcTatouHOCTh [1-5, 34]. [lpu mMukpockommu Omo-
naroB ooHapyxkusatotr @CI'C [2, 5], npu 2neKTpoHHON
MHUKpPOCKOIINH BBISBIISIIOT OTJIOXKEHHHS KOJTareHa Ha
I'BM, ne3opranmszaruro mofaouToB [ 5, 34]. O. Boyer et
al. (2013), Y. Harita et al. (2017) [33, 34] npencTaBiis-
IOT HACJIEACTBEHHBIC (POPMBI U30JMPOBAHHONW HE(PpO-
naruu/miomepysionariu ¢ ®CI'C BenencTBrue MyTaiun
rena LMXI1B 6e3 KIMHUYECKHUX TMPOSBICHUI apTpo-
OCTEOOHMXO/IUCIIIa3HH.

Bpoxnennblii 1 uHpanTHILHBLIA HC npu cuH-
apome Galloway — Mowat

Acconuarus BpoxaeHHoi mukpouedanuu u HC y
2 cubcoB onrcana 1968 1., CHHAPOM MOTYYWIT Ha3Ba-
Hue Galloway — Mowat ¢ ayTOCOMHO-PEIIECCUBHBIM
turioM HacienoBanus [1-4, 32, 33, 35]. E. Colin et
al. (2014) npu cunapome Galloway—Mowat moka3a-
nu myTaruio rera WDR 73 [2, 35]. Cuanpom BKITIO-
gaer HC, BpokaeHHyI0 MUKpoledanuio, aHoMalIuu
pa3BUTHS TOJOBHOTO MO3ra, IuaparMaibHYIO TPhI-
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Ky, TIOPOKH YIIHBIX PAaKOBHH, IV1a3 U yepena [4, 32,
33, 35]. PazButne HC nuarHoCTHpyIOT Yy HOBOPOXK-
JEHHBIX U JeTel paHHero Bo3pacrta. Pe3ynprarsl uc-
ClIeZIoBaHUsl OMONTATOB TMOYKH IMOKA3bIBAIOT ME3aH-
rHallbHble U3MEHEHUS, YBeTNYEeHNE ME3aHT HaJIbHOTO
MaTpUKca, MUHUMalbHbIC W3MeHeHws, JMC wmu
OCI'C [14,6, 12, 35].

BpoxkaeHHbIi M1 MHPAHTWIBHBINH HedpoTHUe-
ckuii cunapom npu Schimke immunoosseous-dys-
plasia

UmmynokoctHast mucioiazus  Schimke (OMIM
242900) c ayToCOMHO-PEIIECCUBHBIM THIIOM HACTIE10-
BaHMS POSIBISICTCS CIIOHAMIOAH(U3APHON TUCTLIA-
3ueil, mporeunypueii, pazsutueM HC u T-ki1eTouHbIM
nMMyHOe(bUIMTOM, HIepeOpaTbHBIMU WH(pAPKTaMH,
nurmeHTarueit koxu [1-3, 38]. Ha accommaruro rop-
moHope3uctentHoro HC u cnonaunosnuduzapHon
JUCTIIA31H, TUM(OTICHNN y JeTel yKa3bIBaloT MHO-
rue aBTophl [1-3, 5]. 'en SMARCL1 kapTupoBaHn Ha
xpomocome 2q35, kogupyer SMARCA mpoteun [1,
2,5]. HC ¢ ©CI'C, acconmupoBaHHbIH CO CIOHTUI0D-
nupu3apHON TUCTUIa3ueH, CTePOHI-PE3UCTEHTHBIN C
[IPOrPECCUPOBAHUEM B ITOYEYHYIO HEAOCTATOUHOCTD.

MuToXOHApPHAIbHbIE paccTpoiicTBa

Cnydaun crepouna-pesucrentnoro HC y nmereit ¢
BHEMOYECYHBIMU TIOJMCUHIPOMAIBHBIMU  TIPOSIBIIE-
HUSMH Yallle BCETO BO3HMKAIOT BCJIEICTBHE MYyTa-
UH B TeHAX, KOAUPYIOMHKX siaepHbie Oenku — WTH,
LMX1B, SMARCL1, WDR73, 6enku 'bM u Kom-
moHeHThl aaresnn — LAMB2, ITGA3, ITGB4, kom-
IMOHEHTHI aKTHHOBOTO IUTOCKenera — MY X9 [2, 5].
MyTanuu B reHax, KOAUPYIOUUX JHU30COMaJIbHBIE U
mutoxoHapuaibHbie 0enkun COQ2, COQ6, PDSS2,
MTTLI1, ADCK4, nposiBisitoTes y AeTeH TPYIHOTO U
crapiero Bo3pacta ¢ HC, Mopdonornieckn kiaccu-
¢urupyembim kak @CI'C, pe3uCcTeHTHBIM K CTEPOHI-
HO¥ Tepamuu [1, 2, 5].

JluarHocTHKa HACJIeICTBEHHOT0 BPOKIEHHOIO
U MHPAHTWIBHOIO He()POTHYECKOr0 CHHAPOMA Y
aereit

[pu Tsoxensix hopmax BHC y HOBOpOXKI€HHOTO
JTUArHOCTHPYIOT CHMIITOMOKOMIIJIEKC: BBIpaKEHHBIE
nepudepruveckue M TOJIOCTHBIE OTEKH, MPOTCHUHY-
pust 6omee >10-100 r/n 1 runmoanLOyMUHEMHST MEHEE
<10-15 r/n [1]. [Toueunas QyHKIUS OCTaeTCS HOP-
MaJIbHOHM B MEpBbIE MeCSIbI Ku3Hu y neteit ¢ BHC.
YpoBHU apTepuaiIbHOTO JABIECHUS Y HOBOPOXKICH-
HbIX ¢ HC MOTyT OBITH HU3KHUMH U3-3a THIIONIPOTEH-
HEMUHU WIM TOBBIIICHHBIMH, €CIIU To4YeyHas HeJlo-
CTaTOYHOCTh yKe MpHUcyTcTByeT [1-3, 7].

Mopdonoruveckoe ncciejoBaHne

I'ucronmoruueckoe uccienoBaHNe OUONTATOB MOY-
KM MCTOPUYECKH MCTIONB30BaJIOCh B KAYeCTBE KIIFOUe-
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BOTO IMarHOCTUYECKOTO M MPOrHOCTUYECKOTO KpUTe-
pust ais getel ¢ co crepoua-pesuctenTsiM HC, HO
COBpEMEHHbBIE JaHHBIE ITOKA3bIBAIOT THCTOJOTUYE-
CKYIO T€TepOreHHOCTh, Pe3yNbTaThl OMONICHH MOTYT HE
KOppEJIMpoBaTh C TeHETHYECKHUMHU pe3yiasraramu [1,
2]. Ilo >TuM mpUYUHAM B CITydyasX NEpBUYHON pe3u-
crentHocTH HC K creponsam ObICTpOoe TeHETHYECKoe
TECTHPOBAaHHE MOXKET YCTPaHUTh HEOOXOJMMOCTH B
OHorcUy TIOYKM B JTUArHOCTHUYECKUX LensxX. [ enern-
YEeCKO€ TeCTHPOBAHME SIBISETCA MEHEE HMHBAa3WBHBIM
metonoM auarHoctukd BHC, uyro nmeeTr ocoboe 3Ha-
YEeHHUE y IeTeH, Il KOTOPBIX TeHeTHYeCcKast 3THOIOT U
Hambosee BeposTHa [1, 2, 7]. Tonpko B ciydae HEmo-
CTYIMHOCTH OBICTPOTO TEHETHYECKOTO TEeCTHPOBAHHUS
pe3ysbTaThl OMONICHHN TTOYKH MOTYT HAallPaBUTh KIINHU-
IUCcTa K Haubosee BEpOSTHOMY T'€HETHYECKOMY JHa-
THO3Y, HO yalie Bcero mpu HacienctBeHHomM BHC y
pebenka ooHapyxusatoT JJMC nm OCI'C, mo otBeTy
Ha TIPEIHU30JIOHOTEPANIUI0 TOPMOHOPE3UCTEHTHBIE.
Jlo Guoncun 1nenecoobpasHo BBITOJHUTH MYTaIHOH-
HBIN aHaM3 JuIa onpeneneHHsix reHoB (WT1, PAX6,
LAMB2, NPHS1, NPHS2, NPHS3) [2].

B Hacrosiiee Bpems aBTOPHTETHBIE y4YeHbIE yKa-
3bIBAIOT HA TO, YTO TIOUEYHAast OHOTICHS HE PacKphIBaeT
stuonoruto BHC y nereii [1, 2, 5, 7]. [enernueckue
JeeKThl MOTYT BBI3BIBATH HECKOJIBKO THUIIOB IJIOMEPY-
JSIPHBIX TopakeHui, yame Takux kak OCI'C, JIMC,
9TH PE3yJBTaThl COBMAMAOT y MHOTUX Aereit ¢ BHC
[2]. Kpome Toro, HermmomepyisipHblE MpPU3HAKH (JIU-
JaTanys KaHalbleB, MHTEPCTHIMANBHBIN (QUOpo3 u
BOCIIAJIeHNe) oTMedaroT mpu Beex ¢gopmax BHC [2].
BrrsiBnieHne BhIpaKeHHOCTH IVIOMEPYJISIPHOTO CKIIEPO-
32 U MHTEPCTUIUAIBLHOTO (HHOpO3a MOXKET TTOMOYb B
oneHke crparernu jedenus naereit ¢ BHC. C npyroit
CTOPOHBI — yYaCTKHU TIOPAKEHHS SIBJISIFOTCS] 04arOBBIMH,
pe3yasTaThl OMOIICHN MOTYT BBOAWUTH B 3a0ITyXK/IeHNE
[2]. [TosTOMY [UIsSI TOUHOM AWATHOCTHKU BPOXKICHHOTO
1 uHpanTHiabHOro HC TOJIBKO reHeTHYeCKHid aHalu3
SIBIISICTCST METOOM BbIOOpa [1, 2]. AHanm3 MyTanuit
NPHS1 u NPHS2 ompaBnan y Bcex nanuentoB ¢ BHC
[1, 2]. Ecnu B 3TUX TeHax HEe OOHApyXEeHO MyTallui
WM €CIH KIMHUYECKHE TaHHbIE TOBOPST O MyTallUsIX
B reHe WT1 wm LAMB2, To peKOMEHIYIOT aHAIH3
9THX TCHOB B TeHETUYECKUX JlabopaTtopusix [2]. [Ipena-
TaJlbHas IUArHOCTHKA B CEMBSX C U3BECTHBIM PHUCKOM
pasButusi BHC nmomkHa OCHOBBIBAaThCS Ha TE€HETHYE-
CKOM TECTHPOBAaHUH, KOTHa 3TO Bo3MoxHO [1, 2, 5, 7].
B ciyuae oTcyTCTBUSI CEMEMHOIr0 aHaMHe3a WM €CIIU
MmyTaimu y peberka ¢ BHC He BbIsIBICHBI, reHEeTHYE-
CKO€ TECTUPOBAHME SIBISICTCS CIOKHOM 3ajadeid, mo-
CKONbKY cekBeHnpoBaHue reHoB NPHS1 (29 sk30H0B)
u NPHS2 (8 5k30HO0B) 3aHUMaeT MHOTO BPEMEHH H, KaK
MIPaBUJIO, HEBO3MO)KHO B KOPOTKHUE CPOKH [2].
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BHC ¢wunckoro Tuma ¢ myranueit NPHS1 moxHO
[0/I03peBaTh BHYTPUYTPOOHO HA OCHOBAHWUU TTOBBI-
IICHHBIX YPOBHEH alib(ha-PpeTOnpoTerHa B MAaTCPHH-
CKOH CBIBOPOTKE M aMHHUOTHUYECKOH KUJKOCTU. Ecin
KOHIIEHTpanusi anb(pa-GeronporenHa B OKOJIOILION-
HBIX BOJIaX OUY€Hb BBICOKA 1 YIIBTPa3ByKOBOE HCCIIE0-
BaHUE HE BBISBIISET MMOPOKH PA3BUTHSA y TUIOAA, TO Be-
posiTHBEIM narHo3om siBisiercss BHC ¢unckoro tumna
NPHSI1. Ognako reTepo3uroTHBIC dMOpHUOHATHHBIC
Hocutenu mytanuii rerka NPHS1 moryt umerts Bpe-
MEHHO TOBBINICHHBIE YPOBHH aib(a-(eronporenHa
B aMHUOTHUYECKOH KUJKOCTH M MATEPUHCKON CBHIBO-
pPOTKE, C y4eTOM A3TOr0 PEKOMEHIYEeTCsl TOBTOPHOE
nsMepenue anbda-peronporenHa B aMHUOTHUYECKOM
kugkocTr 110 20-i Hemenn OEpeMEHHOCTH B CITydasix
C BBICOKUMH YpOBHSMH alibda-dperonporenna [1, 7].

I'eneTnyeckoe ucciaeroBaHue

Crnenyer 0cob0 MOTYEPKHYTH, YTO MEPBOCTEIEH-
HOoe aumarHoctudeckoe 3Hadenune npu BHC u MHC
y JeTeil MMeeT MOJIEKYISIPHO-TeHEeTHYeCKOe HCCiie-
JIOBaHKE, a METOJl OMOICHUU MOYKH C MOCIETYIOIIM
MOPQOIOrHIECKUM, SIIEKTPOHHO-MHKPOCKOTTNYECKUM
HCCIIeIOBaHUEM TIOyYEeHHOTO MaTepHaja YXOOWT Ha
BTOpo#t 1wiad [1, 2]. R. Preston et al. (2019) [2] yxka-
3BIBAIOT HA TO, YTO TE€HETHYECKOE HCCIIEIOBAHUE TIPU
BHC u MHC umMeeT BakHOE KIMHUYECKOE 3HAYEHHUE.
ITpu BHC u MHC renetnyeckoe TeCTUPOBAHUE JOIDK-
HO OBITH BBITIOJIHEHO JI0 Ha4ajda MMMYHOCYIPECCHB-
HOW Tepanuu W TpOBEJCHUs OWOICUH TMOYKH. |eHe-
TUYECKOE TCCTHPOBAHNE HEOOXOMUMO TIPU TIPUHATHU
pelIeHnid B OTHOIIEHUH 11e7IeCO00pa3HOCTH MIPOBeIe-
HUsL OMOTICUM TIOYKH, WHTCHCHUBHOCTH M TIPOJOJIKU-
TEJIFHOCTH MMMYHOCYTIPECCHU U TIpeATpaHCIIaHTa-
IMOHHON Teparmuu [1, 2]. OTpunaTensHbId pe3yabTaT
HE UCKJII0YaeT TeHeTHIeCKoe 3a001eBaHIe, TOCKOIBbKY
MYyTaIMHd MOTYT OBITh MPOITYIICHBI, B 3aBUCUMOCTH OT
HCII0JIb3yEMOM METOAOJIOTHY U aHaiu3a. Takxe MyTa-
[IMST MOYKET MPUCYTCTBOBATH B T€HE, HE OXBATHIBACMOM
BEIOpaHHBIM TecToM [2]. MyTalMOHHBIA CKPHHUHT
JOJDKEH OBITh TOCTYIHBIM VIS TTAIUEHTOB C MEPBUY-
HeIMH opMamu ctepoup-pesucrentHoro HC. Ha-
JTUYYe BHEMOYCUHBIX MPOSBICHUN, YKAa3bIBAIONINX Ha
TeHEeTHYECKU CHHIPOM, JeaeT IIeJIeco00pa3HbIM
CKPUHHHT CBSI3aHHBIX C HIM T'€HOB [2].

R. Preston et al. (2019) [2] pekoMeHayIOT MyTa-
UOHHBIA CKPUHUHT cTepounopesucrenTnoro HC y
JeTell Kak MEeTo[| MapauleIbHOTO CEKBEHHPOBAHHUS
Ha maHesie next-generation sequencing (NGS) [2].
(pucynok). R. Preston et al. (2019) [2] cuuTator,
YTO KIMHWYECKOoe (CHOTUMHUPOBAHUE B COUCTAHUH
C IIEJICBBIM TCHETHUYCCKUM aHAIM30M 3(PPEKTUBHO
B AMarHoctuke crpounopesucrenTHoro HC y nereit
[2]. DTOT MeTO/ TTO3BOJISIECT KIMHUIIUCTAM OIICHUTD U

MPETIONOKUTH BEPOIATHBIN OTBET HA HMMYHOCYTIPEC-
CHUBHYIO TEpaIuio, CKOPOCTh MPOrPECCUPOBAHHUS IO
TEPMHUHAIBHON MOYEYHOM HENOCTAaTOYHOCTH M PUCK
peluanBa Mocie TPaHCIUIAHTAIINH.

CoBpeMeHHasl cTpaTerusi Tepanuu BPOK/IAeH-
HOT0 ¥ HHPAHTWIILHOTO He(PPOTHUECKOTO CHH/IPO-
May aereit

Mounorennsiit BHC u MUHC y pmereii vame pesu-
CTCHTHBI K TEPallK CTEPOUIaMH, TIOCIIE TIOTyYCHHS
MOJIOKUTEILHOTO PEe3yJbTara TeHETHUECKOro TecTa
HEOOXOJIMIMO PacCMOTPETh BOIMPOC O MPEKpaIIeHUH
MPEHNU30JIOHOTEPAIIMY, €CITH HE OBUIO IMOJIYYEHO
KIMHUYECKoro 3ddekra, Takum o0pa3oM, 3aluinas
MAIMEHTOB OT MOOOYHBIX 3(PQEKTOB TAKOTrO Jieue-
Husa [1-3]. OmHako B jHTEpaType WMEIOTCS aH-
HBIE O YaCTHYHOM OTBETEC Ha CTEPOMIbI, TEPAITHIO
[UKJIOCTIOPUHOM-UHTUOUTOPaM  KaJblIMHEHPHHA Y
MAIMEHTOB CO Crenu(UIecKUMU MYTaIMsSIMU T€HOB
WTI1, NPHS2, PLCE1. B Takux ciay4dasx COBETYIOT
MPOJIOJDKEHUE TEPAITHH JI0 JOCTHKEHHS KIIMHIYECKO-
ro ynyumenuns [1-3].

Hens teparmmn BHC y nereii B TeueHHE MEPBHIX
HEJeNIb U MECSIICB YCTAHOBIICHHS IMArHO3a COCTOUT
B TOM, 4TOOBI KOHTPOJHMPOBATh OTEUHBIH CHHAPOM,
NPEIOTBPATUTh OCJIOKHEHHS, TaKue KaK BTOPHYHAS
UHQEKIHs U TPOMOO3bl, 00ECIIEUUTh ONTHMATBHOE
MATaHUe JJIs1 HOPMAaJLHOTO pocTa U pa3BuTus [1, 7].
B OonbimuHCTBE CciydaeB TPAHCIUIAHTALUS TMOYKH
SIBJISICTCSl €IMHCTBEHHBIM METOJIOM JICUCHUSI IIPH Ha-
cnencreennoM BHC u UHC y nereii [ 1, 7].

H. Jalanko, C. Holmberg (2016) [1] o6ocHOBBIBa-
IOT CTPATETHI0 TEeparuy JIeTel ¢ TePBHUYHBIM BPOXK-
JIEHHBIM HE(PPOTUICCKUM CHHIApOMOM (Tabi. 2).

Bonpias morepst 6eska ¢ MOUOH IMEET pelaroliee
3HAUCHHE IS IPUHSATHS TEPAIIEBTUYCCKUX PEIICHUH.
[Mocrosianas nporennypust 6onee > 10—-100 /1 Hews-
0CKHO MPUBOJUT K TSDKEJIOW THHUITOATE0yMUHEMUH,
THITOTIPOTEUHEMHH, ONACHOMY JIJISl )KU3HU THIIOBO-
JIEMHYECKOMY KpH3y (TIPEeIIoKy), TPOMOOTHYECKUM
OCIIO)KHEHUSIM, UMMYHOJIC(UIIUTY U Pa3BUTHIO WH-
dbexuuii [1-7].

[Toka3aHbl BHYTPUBEHHO KalleIbHO HH(Y3UH allb-
OyMHHa C WCIIONb30BAHUEM LIEHTPAIBbHBIX BEHO3HBIX
KaTeTepoB C IENbI0 KOPPEKIMU THIT0ATb0yMUHEMIH 1
THIIOBOJIEMHH, OTEKOB. TaKTHKa JICUCHHS 3aKIIIOYacT-
cs B MH(y3UM BHYTpHBEHHO KamnenbHO 20 % pacTBo-
pa anpOymMHHa, 3aTeM B KOHIIE BBeJcHUE (pypoceMuia/
nasukca (0,5 mr/kr). H. Jalanko, C. Holmberg (2016)
[1] pexomeHayIOT IPOBOIUTD B Havajie TPU 2-4aCOBBIX
uHpy3un (HauanpHas no03a 1-5 M1 / Kr Ha HHQY3UIO)
U yepe3 HECKOJIBKO HeZlesb TIPOIOIKaTh B BUJIE OJTHOM
6-uacoBoit uHdy3un B TeueHne Houn (10 15-20 mi /
KI/ KXyt HOYb, 3—4 T / Kr anbOymuna) [1].

23



ISSN 1561-6274. Hedponorusa. 2019. Tom 23. Ne5

ISSN 1561-6274. Nephrology. 2019. Vol. 23. Ne5

(" 1.NPHSL 4. LAMB2
BpoxaeHHbI  — 2.NPHS2 5. PLCE1
U3onuposaHHbiit CPHC awr 6. LVIX1B
l l )
1.NPHS2 6.ACTN4
NGS pocTyneH NGS orpaHuueH 2.NPHS1 7.ADCK4
3.wWT1 8.C0Q 2
y 4.PLCE1 9. COQ6
» Hauano MNHbaHTUNbHBbIN
Oetckuin —>»| 5.TRPC6 /
leHeTnyeckaa naHenb
1.NPHS2 4.ACTN4
NPHS1 AKTN4 o
3 MNopgpocTkoBbin——{  2.TRPC6 5. ADCK4
NPHS2 INF2 3.INF2 6. WT1
¥ .
WT1 ADCK4
LAMB2 coQ2, —> [uctonorna —> W301MPOBaHHbLIN —> 1LWT1
MC
PLCE1 coQ6 A 2. PLCE1
TRPC6 LMX1B 3. LAMB2
\ APOL1
Kutanupl —> ADCK4

= JTHUuecKuii

PucyHok. MyTaLMOHHBIN CKPUHWHI Y OeTeN C U30NMPOBaHHbLIM CTepona-pe3ncteHTHbIM HC. ECnuv BbICOKO NPON3BOANTENBbHBIN METOS,
napannenbHoro cekBeHnpoBaHus (NGS-TexHOnormsa) oocTyneH, CKPUHUHE AOJIKEH MCMNOb30BaTb FEHHYIO MaHeb, BKOYas, HO He
orpaHunumnBasi, Hanbosee pacnpocTpaHeHHble MOHOreHHble NpuynHbl CPHC. Ecnu TexHonorns NGS HegoCTymnHa, reHbl MOFyT CKPUHN-
poBaTbCS B YNCNOBOM MOPSAKE A5t KaXA0N BO3PACTHOM rpynmnbl. STHOC U M’MCTONOMMYECKMNE HAXOAKN TPEDYIOT MPENMYLLECTBEHHbI
CKPUHWUHT onpeaeneHHbix reHos no R. Preston et al. (2019) [2]. BHC — BpoxaeHHbI HedpoTuiecknin cuHapom; MHC — nHpaHTUnbHbIN
HedppPOTUYECKMIA CUHAPOM.

Figure. Mutational screening in children with isolated SRNS. If next-generation sequencing (NGS) technology is accessible, screening
should utilise a gene panel including, but not limited to, the most common monogenic causes of SRNS. If NGS technology is inac-
cessible, genes should be screened in numerical order of frequency per age group. Ethnicity and histological findings should trigger
preferential screening of certain genes. From R. Preston et al (2019) [2]. Legend: CNS-congenital nephrotic syndrome; INS—infantile

nephrotic syndrome.

B.C. Reynolds et al. (2015) gersam ¢ BHC nHa3na-
4aroT HHQY3UU BHYTPUBEHHO KanenabHo 20 % pacTBo-
pa ansOymuHa B 103e oT 6 10 1,5 r/Kr/cyT nponomku-
TENBHOCTBIO 6 U WK 2—3 4, IPH JOCTUKEHNUU YPOBHS
anpOymuHa chIBOpoTKM > 30r/nm yactoty MHQY3Mi
20 % anbOyMUHA CHHIKAIOT, TIEPEXOsl Ha allbTepPHU-
pyrommii (depe3 1eHb) UIU Kaxabple 72 4 peKUM BBe-
neHust [36].

[IpoTenHypuss NPUBOIUT K TSKEIOH THIOaIbOy-
MuHemuu, aeduuury anrurpombuna III, pazButuio
TpoMOoTHUeCKuX ocnoxHeHuid y aereil ¢ BHC u
HHC [1, 4, 37]. l'unoansO0yMuHEMUs1, TUITOBOJIEMHUS,
nedunut anturpomoOuna Il y nereit ¢ BHC o06o-
CHOBBIBAIOT MPOBEACHUE MPOTHBOTPOMOOTHYECKOM
tepanuu [1, 4, 37]. [Nanuents ¢ HC gunckoro tuma
(BcnencrBue myTtamuu rema NPHS1) ycnemno ne-
yarcsi BappapruHOM Harpus B Bo3pacte 3—4 nex [1].

24

Ilepen XupyprudecKUMH WU COCYAUCTBIMM IIPO-
uenypamu BaphapuH NPEKpalaloT ¥ BHYTPUBEHHO
KanesnbHo BBOIAT antutpomOuH 111 (50 ME/kr) [1].
Hersim ¢ BHC, umeromuM BBIpaKSHHBIN ASQUIAT
antutpomOuna III BciexcTBue morepu ero ¢ Mo-
40ii, 000CHOBaHA BHYTPHBEHHO KareJbHO MH(Y3HS
anturpomOuna-IIl [1, 37]. Mbl Ha3Ha4aeM JeTsIM C
HC nns npodumnakTuki TpoMOOTHYECKUX OCIIOXKHE-
HUI HU3KOMOJIEKYJISIpHbIE renapuHsl [4].

Cuwuratot, uto y HekoTopsIx fereir ¢ BHC moxer
OBITH TOCTUTHYTO CHMKEHHE 3KCKpelUUHu OelKa MpH
UCIIOJIb30BAaHUM KOMOWHAIMKM WHTUOMTOPOB aHTHO-
TeH3uHInpespamaromero gepmenta (AIlD) u ungo-
MetanuHa [1,3]. AHTHIIpOTEeMHypHUecKas Tepanus
BkItoyaeT uHruOuTop AIl® kantompun 1-5 mr/kr/
CYT B TEYCHHE HECKOJIbKHX HeNIelb, €clu 3PQeKT
CHIDKEHHUS TPOTEHHYPUHU UYepe3 HECKOJIIBKO HEJElNb
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HE TIOJY4EeH, TO J00aBISIOT OJIOKATOPhl aHIMOTECH3H-
uH Il — penentopos (no3apran 0,4—1,3 Mr/kr/cyT ) ¢
00s13aTeIbHBIM KOHTPOJIEeM (QYKIUHU MMOYEK M KajHs
[1, 3]. Aetu ¢ HC BcnenctBue mytanuu NPHS1 wn
NPHS?2 He orBevaroT Ha 3Ty Tepanuio. B pedpakrep-
HeIx cinydyasx BHC aBropel mpuberaror K Tepanuu
uHaomeTarmaoM 1-5 mr/kr/cyT [1, 3]. B.C. Reynolds
et al. (2015) nersam ¢ BHC Ha3HauaroT HHIOMETAlMH
B MeHbIei o3e 0,7—1,8 mr/kr/cyT [36]. Mbl He ipu-
OeraeM K Ha3HAYCHHIO WHAOMETAIIMHA HOBOPOXKACH-
HbIM U MiaeHam ¢ BHC u BeipakeHHBIMH OT€KaMu
C YYETOM ero MoBPEKAAIOIIEro JISHCTBHS Ha CIU3U-
CTYIO O0OJIOUKY KENYyIOYHO-KHIICYHOTO TPaKTa, 3a-
JEPKKY KHUJIKOCTH M JJIEKTPOJIUTOB, Pa3BUTHS Kepa-
TOTIATHH M PETUHOTATHH (BCIIEACTBHUE OTIIOKEHUS €TO
MeTa0OJIMTOB B CETUATKE M POTOBHILE). B muTeparype
HaM He BCTPETHJIOCH paboT, YKa3bIBAIOIIMX Ha IPH-
menenue rnpu BHC y nerell MmeHee omacHbIX Celek-
TUBHBIX HHTHOUTOPOB LKKI0OKcUreHassl L{OI-2.

BenencrTBue npoTenHypun U pa3BUTHUS THITOAIIb-
OyMMHEMHUHU Y HOBOPOXKIEHHBIX U TPYAHBIX AeTei
¢ HC wacto naGmromaeTcsi HU3KHH YPOBEHb CBIBO-
POTOYHOTO THPOKCHH-CBSI3BIBAIONIETO IJIO0YIMHA,
O0IIero TUPOKCHHA, KOHLEHTPALUs KOTOPBIX KOp-
penupyeT ¢ nporenHypueil. TupeoTponHslii TOpMOH
(TTT') B xpoBu HOBOpOXkAeHHBIX ¢ HC HOpMaIbHBIH
B TIepBbIE HEJENHU JKW3HHU, 3aTeM IMOBBIIIAETCS, B Te-
YeHHE HECKOJIbKHUX HEJeNb pPa3BHUBAETCS TUIIOTHpE-
03. THPOKCHH Ha3HAYaIOT HOBOPOXKACHHBIM JIETAM C
BHC yrtpom 1o 6,25-12,5 MKr/cyT 1moji KOHTpoJIeM
ypoBHs T4, TTI' B kpoBH.

M3-3a cHmKEHHUS B KPOBU OOIIEro Oeika W ajb-
OymuHa, UMMyHOIIOOynuHa IgG, KOMIIOHEHTOB CH-
CTeMbI KOMIUIEMEHTA, HCIONb30BaHUS TOCTOSHHBIX
BHYTpHUBEHHBIX KareTepoB fetu ¢ BHC moasepskeHb!
OakTepratbHBIM HHPEKIUSIM, Pa3BUTHIO cericuca. Pe-
KOMEHIyeMoe TPOQUIAKTHIECKOE TPUMEHEHNE aHTHU-
onorukoB aerssM ¢ BHC He momoraer u BBI3BIBAET
TOJIBKO PE3UCTEHTHOCTh ITAMMOB MUKPOOPTaHU3MOB
[1, 3]. IIpodunakTuyeckoe MCHONL30BAHUE BHYTPH-
BEHHOH MH(Y3UU UMMYHOITIOOYTHHA MOYKET CHU3UTh
4acToTy OaKkTepHaIbHBIX U BUPYCHBIX MH(eKuii. [1a-
peHTepajbHas aHTHOAKTepUallbHasl Tepanus JOJDKHA
OBITh HaYaTa HE3AMEUIUTENIBHO MPH OaKTepHUaTbHON
nHdekun. B Tsoxenbix cnyyasx BHC y gereii moka-
3aHbl MHQY3UH UMMYHOIIOOYJIHMHA B KOMOWHAIMH C
AHTUOMOTHKAMH, YTO JAeT MOJIOKUTEIBHBIN OTBET PU
centuieckor uadekuuu [1, 3, 7].

Hetu ¢ TsoxkensiM BHC mommkHBI TIOTyYaTh BHICO-
kodHepreTrdeckyo (130 Kkai / KT B JIeHb) ¥ OCIIKOBYIO
(3-4 r / kr B 1eHb) queTy (TPyAHOE MOJIOKO M MOJIOU-
HBIE CMECH, a TaKXKe JIOTIOTHATENIHHBIN OCJIOK JaeTcsl B
BHUjic OEJIKOBOTO MPOAYKTa Ha OCHOBE KazeuHa) [1,3].

Tabnuua 2 / Table 2
BepneHue peteii ¢ nepBUYHbLIM BPOXAEHHbIM
HedpoTnyeckum cuHgpomom [1]

Management of infants with primary Congenital
Nephrotic Syndrome [1]

MapeHTepasnbHoe 3ameLleHne 6enka

MHdy3nn BHYTpMBEHHO KanesbHo 20 % anbbymuHa no mepe
Heo6x0aMMOCTHU
Joaunposka 3—4 r/kr/cyT npu Tsxenom HC

1-3 nHDY3MN/CyT (OHEM I HOYbIO)

®dypocemunp, (0,5 Mr/kr) BHYTPMBEHHO B KOHLLE UHDY3UN alb-
OymMuHa
Heobxoanm kaTeTep ans ryooKnx BeH

Mutanne

vnepkanopuitHas gueta (130 kkan/kr/neHb)

[o6agka 6enka (4 r/kr/neHb)

Job6aska nMnuaos

MynbTBUTaAMUHBI

Jlo6aBku KanbLMsa 1 MarHms (kanus)

HasoracTtpanbHbIl 30HA, UM racTpocToMa A9 NPaBUiIbHOIo
KOPMIEHUS
MeamkameHTO3HOe neveHne

AHTUKOArynsaHTbl (BapdapuH, BHYTPMBEHHO MHDY3NSA aHTU-
TpombuHa — ATIII)
L-TnpokcuH

MapeHTepanbHO aHTUBNOTUKKM NpY BakTepranbHON MHEKLMN,
VMMYHOT00YNHBI

AHTMNPOTENHYpPUYECKNE NpenapaTsbl (MHrMbuTop AMNd, 6noka-
TOP aHrMoTeH3nHa ll-peuenTtopa, NHAOMETALMH)

Hunanna

TepMuHanbHasa noYye4yHas HegoCTaTOYHOCTb

Mocne HedpPaKTOMUM — TpaHCNNAHTaALNS

TpaHcnnaHTaumsa

Jo Hayana / nocne guanusa

Mepecaaka noykun npu JOcTUxXeHnn maccel Tena > 10-15 kr

Hern nonyyator Butamun D, (1000 ME/cyT) n kab-
it (500—1000 mr/menn), maranii (50 MI/neHb) U Ka-
JIUH ¢ pas3aenbHBIM TpreMoM. EskenHeBHoe moTpediie-
HHUE BoIbI cocTaBimsieT y aereit ¢ BHC 100-130 mur/kr
[1,3].

Benenne nereit ¢ BHC sBnsercs cnoxHOM 3a1a-
yeit. [IpeBeHTHBHAS HE(PIKTOMHSI M TIEPHUTOHEAIb-
HEIH quanmm3 netsMm ¢ BHC ¢ 1ienpio CHIKEHUS Tpo-
TenHypHuH U 10361 20 % anp0ymMuHa U1 BHYTPUBEH-
HBIX HH(Y3UH akTUBHO oOcyxkmaetcs [1, 3, 7, 38].

Asroputernbivu yaensiMu C. Holmberg et al. [1,
3, 7] mBa mecATHICTHS Haszalm MPEIIOKESHO IPOBO-
muth netsm ¢ BHC (NPHS1) ¢unckoro trma nByTo-
POHHIOIO HE(PIKTOMHIO U JAUATH3 TIPH JOCTHKECHUN
Macchl Teja 7 KI, paHHEH TpaHCIUIAHTallud TIOYKHU
Mpu JOCTHXKEeHUU Macchl Tena 10 xr. B Hacrosiiee
BpeMs puHCKHEe yueHbIe [1, 3, 7] peKOMEHIYIOT TaK-
TuKy Jedenus aeteir ¢ BHC, koropas 3akirogaeTcs
B €)KEHEBHBIX BHYTPUBEHHBIX HHY3max 20 % amb-
OyMHHa, TIPOBEICHUN IBYCTOPOHHEH He(pIKTOMUH
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u neputoHeanpHoro auanuza (I1/1) ¢ menpro panHei
[TOYEYHON TPAHCIUIAHTALIMH TPHU TOCTIKEHUH MacCChl
tenma 10—15 kr [1].

C 1enpIo CHMKEHHUS MOTeph OeNlka 1 4aCTOTHI BHY-
TpuBeHHBIX MH(DY3Mii anpOymuHa H. Jalanko, C. Hol-
mberg (2016) netsim ¢ BHC (NPHS1) dunHCcKoro Tumna
OCYIIECTBIISIIOT OJIHOCTOPOHHIOK HEPPIKTOMHUIO, T10-
Jarasi, 9To nepecajika Mouyku MOXKET OBITh OTIOKEeHa
JI0 MOCTHXKEeHHsS mMacchl Tena 10—15 kr, wim naBycTo-
POHHIOIO HE(QPIKTOMHIO U IMOCTOSHHBINA TEPUTOHE-
aNbHBIN AMaTu3, TPAHCIUIAHTALMIO TOYKHU TPU J0-
cTKkeHnn mMaccel Tena 10—15 kr [1].

B mnacrosiee Bpemss H. Jalanko, C. Holmberg
(2016) [1] oOOCHOBBIBAIOT MPOBEACHHUE TPAHCILIAH-
Taruu mouku netsM ¢ BHC, mveromuMm maccy Tena
10-15 k1, HO emie ACCATH JIET Ha3aJ aBTOPHI YKa3bl-
BaJIM, YTO TIOYEYHAs TpaHCIuaHTamms aetsm ¢ BHC
(NPHS1) BO3MOXHa Tpu JOCTHKEHHH Macchl Tela
9 xr [3]. Ilo maHHBIM JUTEPATYpPHI, BO3PACT JACTEH C
BHC (NPHS1) Ha MOMEHT OJJHOCTOPOHHEH HeppIK-
tomuu coctaBisieT 4—11 mec (NPHS1), Bo3pact mereit
K MOMEHTY JIBYyCTOPOHHEH HEQPIKTOMHH M JUAIH3a
BappupyeT oT 1,5-3 [35] mo 7-16 mec [1, 35, 38].

Jpyrue UeHTpBl OCYIIECTBISIOT KOHCEPBAaTHB-
HBIM monxon Kk BeneHuio aereit ¢ BHC u coxpannoit
(byHKIIHEH TOoYeK, KOTOPBIH coueTaeT BHYTPHBEHHBIE
nH}y3uK anpO0yMUHA U aHTUIIPOTEHHYPUYECKOE Jieue-
uue (Onokaropel AIID u uHIOMETAIMH) /WK OIHO-
CTOPOHHIOI0 HE(PIKTOMHUIO C IEJBI0 yYMEHBIICHHS
MIPOTEHHYPHUH U KOJTUYECTBA BHYTPUBEHHBIX HH(Y3UH
anp0yMHHa, Hayana MepUTOHEAbHOIO Iualin3a Mpu
Ppa3BUTHH MTOYCUHOU HemocTaToqHOCTH [38]. [eiicTBu-
TEJIbHO, MCIIONB3Ysl KOHCEPBATUBHBINA MOAXO/ K BeJe-
uuto aereit ¢ BHC, MOXHO coxpaHHUTh (PYHKIIUIO TI0-
YeK M TPOIJIUTh BpeMs 10 Hadana auanu3a. OqHako
penkocts BHC ¢uHCKOrO THIA y JeTeil 3aTpymHsaeT
MIPOBE/ICHNE CPABHUTEIBHBIX KIMHUYECKUX HCCIIEIO0-
BaHUN (PPEKTUBHOCTH OIHOCTOPOHHEH WIIM JBYCTO-
POHHEH HE(POIKTOMUH U KOHCEPBATHUBHOM TEparuu.

JIBycTropoHHHE HEPPIKTOMHU C TOCIEAYIOMINM
JUAJIA30M, ITOYEYHOW TPAHCIUIAHTALMEH IPaKTHKY-
IOTCS B KPYIHBIX MEIUATPUUCCKUX IIEHTPAX, OTHAKO
S. Dufek et al. [38] cumTaroT, YTO KOHCEPBATHBHOE
nedeHne MoxeT ObITh d(pdextnBaBIM MeToioM BHC y
nereir. OmyonukoBansl S. Dufek et al., the European
Society for Paediatric Nephrology Dialysis Working
Group [38] pe3yasraThl CPaBHUTEIHHOTO HCCIICIOBA-
uus BHC (NPHS1) y 25 nereit, moaBeprinmxcs ABY-
CTOpOHHEH HepIKTOMUH, U Yy 17 AeTeH, MOy aromx
KOHCEpPBaTHBHYIO Tepanuio. KoiandyecTBo cenTryecKkux
WA TPOMOOTHUYECKUX AMH30/I0B OBLIM COMOCTaBUMBI
MeX/y CpaBHUBAaeMbIMH TpymramMu. Bo3pact neteit Ha
MOMEHT JIBYCTOPOHHUX HE(PPIKTOMHUN M TUaU3a CO-
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craBwi 7—16 mec. [Ipu okoHYaTEIEHOM HAOIIONCHUH
(cpenmumii Bo3pact 34 mec) u3 25 y 20 (80%) nereit
¢ He(hpIKTOMUEH BBITIOJIHEHA TPAHCILIAHTAIHS TIOYKH,
Yy OIHOIO — JeTajbHbIA MCXxol. B rpymmne xoHcepsa-
TUBHOH Tepanun 9 (53 %) neteii 6bun Oe3 Auanuza, 4
(24 %) — BBINOMHEHA TPAHCIUIAHTALIUS MTOYKH, B IBYX
ClIydasix KOHCTATHPOBAaH JIETANbHBIA HCXO7. ABTOPHI
3aKJTFOYAIOT, MHIUBHYaTbHBINA TTOIXO C JUTUTEEHBIM
KOHCEPBaTUBHBIM JIEUEHHEM MOXKET OBITh pa3syMHOU
aJbTepPHATHBOM /10 Hayalla IBYCTOPOHHUX HEe(PIKTO-
MU U 1Ualn3a, TOYEYHON TPAHCIUIAHTALIUK Y JIETEH C
BHC (NPHS1). ABTOpBI cUnTatoT, HECOOXOMUMBI JAJTh-
HEHIIe MPOCIIEKTUBHBIE UCCIIEOBAHUS I OIIpese-
JICHUsI TIOKa3aHui K HedpIkromuu. Bompoc o Tom,
SIBJISICTCSL JIM OJHOCTOPOHHSS He(p3IKTOMUS dPPeK-
TUBHOM 1151 neteit ¢ BHC, KoTopbie 0CTaroTCs ¢ BBIpa-
JKeHHOW CHUMITTOMATHKOM, WX CIIEAYeT TaKUM JIETAM
MEPEXOJUTh K JIBYCTOPOHHEW HepIKTOMUH, TpeOyeT
nanbpHenero m3ydenus [38]. M3BecTHO, 9TO y AeTeit ¢
BHC nocnie ogHOCTOpOHHEH HEPPIKTOMUH BOZHHKAET
HapylIeHHUE TIOYeYHOU QPYHKIMY B €IMHCTBEHHOH 110Y-
K€ C MPOrpecCUpoBaHUEM, TPEOYIOUIMM MpPOBEICHHUS
MIEPUTOHEATILHOTO AUATH3A.

B coBpeMeHHOI cTparerud 3aMecTUTEIbHOM I0-
yeyHoil Tepanuu netsm ¢ BHC cymectBytor 2 Ha-
MIpaBJEHUs: KOHCEpPBaTUBHAs Tepamust W paHHAA
TpaHCIUIAaHTAlUA TIOYKU TPH JOCTH)KEHHH Mac-
cel Tena 9—15 kr, B 3TOM cilydae MOYKH yHAAJSIOT U
TpaHcmantupytor aeram ¢ BHC npu ognoit u Toit
JKe OTlepaliy; MPOBEACHNUE JBYCTOPOHHEW He(pIK-
TOMHH OJTHOMOMEHTHO (WUJIA TIO9TAIHO OTHOM, 3aTeM
BTOPOH MOYKH) U TIEPUTOHEATLHOTO AUATN3a, I0YeU-
HOW TpPaHCIUTAaHTAIMH TIPU JOCTH)KEHUH MacChl Tela
10-15kr [1, 3, 7, 38-42].

TpaHcIaHTaIus MOYKHU cTajia O0IIeTIpU3HAHHBIM
METOJIOM Teparuu ajist 6onpimmHcTBa nereit ¢ BHC u
HNHC [1, 2, 7,9, 38-42]. Penugus HC B Tpancmian-
TaTe BCTPEYAETCs PENIKO, Y HEKOTOPHIX JieTell ¢ puH-
ckuM tunioMm BHC (NPHS1) nocne tpancnnantanun
BbIpa0aThIBAIOTCS aHTHTEA K He(hpuHy. JIeueHue pe-
nuauea HC mocsie TpaHcIiaHTay y AeTe IUTOCTa-
TUKaMU U 11azmadepe3om, pUTyKCUMaOOM MTPUBOAUT
K pemuccun [1, 2, 7, 39-42]. PazsuTtre Hedhponaruu
noyeyHoro aiorpadra y nereit ¢ BHC u MHC siB-
JIIeTCs cephe3Hon mpodieMoit. JleTn ¢ HacaenCTBEeH-
HBIM MOHOTEHHBIM CTepoH-pe3ucTeHTHHIM BHC
UMEIOT OoJiee HU3KYIO0 YacTOTy PEHUAMBOB IOCIIE
TpaHcIUIaHTanuu mouku [ 1, 3, 7, 13, 39-42]. Peunnu-
Bbl HC mocrie TpaHCIUTaHTalluU TIOYKH YCTaHOBIICHBI
B 25,8 % y merteii Oe3 reHeTHIECKOTO 3a00JIeBaHMsI, B
4,5 % y nereii ¢ HacnenctsenusiM HC [13].

OnyGnuKoBaHbl PE3yJAbTaThl YCIHEIIHOM TpaHc-
mwia"Tanuu noyku perunuentam ¢ BHC u MHC [9,
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13, 38-42]. Y. Hamasaki et al. (2018) [41] mpen-
craBuiu katamues 14 nereit ¢ BHC, xotopsim mpo-
BOJIMJIACH 3aMECTUTENIbHAS TOYCYHAs Teparus aua-
mu3oM B 2,4+1,3 roma, TpaHCIIAaHTAIUS MMOYKH — B
5,2£2,0 roma. CpenHuii CpoK HAOMIOMEHUS ICTCH
rmocje TpaHciianTanuu coctaBui 14,3+8.9 roma. ¥V
JIBYX IMalMCHTOB TOCJIE TPAHCIUIAHTAIMK MTOYKH Ha-
Omrofaiachk PEIUIUBHUPYIONIAs MPOTCHHYPHS, OIHO-
My — ObLIa IIPOBE/ICHA MIOBTOPHAs TPaHCILIAHTALIMS,
y BTOPOr0 — JIOCTHTHYTa IIOJIHAS PEMHCCHUS IOCIIe
MHTEHCUBHON MMMYHOCYTIPECCUBHOM Tepanuu [41].

[To pe3ynbraram uccienaosanus T. Holttd, M. Bon-
thuis, K. Van Stralen et al., ESPN/ERA-EDTA (2016)
[42], y nereii c BHC (NPHS1) u CAKUT-cunnpomom
COMOCTAaBUMBI  5-JICTHsISI  BBDKHMBACMOCTh  IOCIIC
Tpancmantaunu (91 %) U BBDKMBAEMOCTh TOYEYU-
Horo ayutorpadra (89 %). [To maHHBIM JUTEpaTypHI,
5-netHsis BeDKABaeMocTh nanuentoB ¢ BHC u MHC
rocJie TpaHCIUTaHTaluu cocrtasiser 6onee 90 %, a
BBDKHMBAaEMOCTb IOYEUHOT0 ayiorpadra — 6osee 80 %
[1, 3, 7, 40]. Bropast TpaHCIUTAHTAIHSI TIOYKHU ETIM
¢ BHC u MHC Heuns0exxHa, Korma AETH CTAHOBSITCS
6omee B3pocubiMu [1-3, 7].

SAKJTHOMEHUE

Knunuko-reneTnyeckne OCOOCHHOCTH Hacles-
CTBEHHOT'O BPOXJICHHOTO W MH()aHTHIHLHOTO HEpO-
THUYECKOTO CHUHJIpOMa y JeTell 00yCIIOBJICHBI MyTa-
LMSMHU T€HOB, KOAUPYIOIINX OCHOBHBIE KOMIIOHEHTHI
mieneBol  uadparmbl, ITIOMEpYISIpHON 0a3aibHOI
MeMOpaHBbl, IUTOCKEIeTa HOXKEK MojgonuTa. B Mex-
JlyYHAPOJIHOM NPAKTUKE C LIEJIbI0 PAHHEW JUAarHOCTHU-
KH U OTIpeAeNICHHs TePalTui TOPMOHOPE3UCTEHTHOTO
BPOXKICHHOTO W HMH(GAHTWIBHOTO HE(QPOTHYECKOTO
CHUHJIpOMA y JIeTeil peKOMEHIYIOT BBIMOJIHEHHUE Te-
HETHYECKOTO0 TECTUPOBAaHUS A0 Hayala HUMMYHOCY-
MIPECCUBHON Tepanuu M JI0 TPOBEACHUS OUOICUU
MOYKW. MyTallMOHHBIN CKPUHUHT T€HOB TIOKa3aH Mpu
HaCJIeJICTBEHHBIX BapHaHTax BpoxaeHHoro (NPHSI,
NPHS2, WT1, LAMB2, PLCE1, LMX1B) u uadan-
tunsHOTO (NPHS2, NPHS1, WT1, PLCEI1, TRPCS6,
ACTN4, ADCK4, COQ2, COQ6) HehpoTHIECKOTO
cuHapoma y aereil. Hactora oOHapyKeHHUSI MyTalluu
NPHS1 ocraercst BeICOKOM cpenu HE(PUHCKUX CITy-
gaeB BHC. B MexmyHapomHON TIPAaKTHKE C IETBIO
paHHe TUArHOCTHKHU M OMpEIeNIeHUs] Tepanuu rop-
MOHOPE3UCTEHTHOTO BPOXKJCHHOTO U WH(AHTHIIBHO-
ro He(POTUYECKOTO CHHJIPOMA Y JIETel MCIONb3YIOT
COBpEMEHHBIE METOABl MYTAIlMOHHOTO CKPWHUHTA,
OHOICHS MTOYKH OTXOIUT HAa BTOPOH TIIaH.

B coBpeMeHHOI cTpaTeruu 3aMeCTUTENIbHOW MO-
geynoit tepanuu aetsiMm ¢ BHC u MHC cymectBytoT
2 HampaBleHHUS: KOHCEpBaTWBHAas Tepanus U paH-

HSS TPAHCIIAHTALMS MOYKU MPH JTOCTIKEHUH Mac-
cel Tena 9—15 kr, B 3TOM cilydae MOYKH yHAAJSIOT U
TpaHcmantupytor aetam ¢ BHC npu ognoit u Toit
JKe OTepaliy; MPOBEJACHNUE JIBYCTOPOHHEW He(pIK-
TOMHH OJTHOMOMEHTHO (WJIA TIO9TAIHO OTHOM, 3aTeM
BTOPOH MOYKH) U IEPUTOHEATLHOTO AUATN3a, [0Yed-
HOW TpPaHCIUTAaHTAIUH TIPU JOCTH)KEHHUH MacChl Tena
10—15 kr. MccnenoBanus IeMOHCTPUPYIOT S-TIECTHIOO
BBIKHMBAaEMOCTD MAIEHTOB C BPOJKICHHBIM U HH(]aH-
THWJIBHBIM HE()POTUIESCKUM CHHAPOMOM TOCIIE TI0Yey-
HOU TpaHciulantauuu o6onee 90 %, BBDKUBAEMOCTb
nmouevHoro atorpagra — 6osee 80 %.
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XPOHWYECKAS BEOJTE3Hb MOYEK Y OETEW

Kadenpa dpakynsreTckoin neanatpumn OpeHbyprckoro rocyaapcTBEHHOro MeaAMLMHCKOro yHuBepcuTeTa, r. OpeHbypr, Poccus

PEDEPAT

Llenb — 06cyanTb KPUTEPUN PaHHEN ANArHOCTUKIN XpOHMYecKon 6onedHu noyek (XBIM) y getei. B ctatbe NnpenctaBneHbl AaH-
Hble COBPEMEHHOI nuTepaTypbl N0 3NUOEMUOSIOrK, Knaccudbukauum n kputepuam anarHoctnkn XbI, cobcTBEHHble Hayy-
Hble pe3yNbTaThl MO KINHNKO-NapaknnHuyeckon xapaktepuctuke XbBIM v pernoHansHelM ocobeHHocTsam XBIy peteii OpeH-
Oyprckoii o6nacTun. Hay4yHo 060CHOBaHbLI COBPEMEHHbIE NOAX0Ab! K paHHeln anarHocTuke XBIy neteit, BoisiBneHno pakTopos
pucka nporpeccupoBaHms HedbponaTuini u anroputmy gunarHoctnku XbBIM B 4eTCKoM BO3pacTe C y4eTOM HebnaronpusiTHbIX
pernoHasnbHbiXx GakTopPoB; NPeasIoXeH KOMMIEKC MeponpusaTui no npodunaktuke HedponaTuii u paspadoTaHa cxema guc-
naHcepHOro HabnaeHNs 3a AeTbMU IPYNMbl BbICOKOro prcka; 060CHOBaHbI NMyTV COBEPLLUEHCTBOBAHUSA OETCKON Hedpono-
ruyeckon cnyxosbl. MNpeacTaBneHbl COBpeMeHHbIe naToreHeTuyeckme noaxoabl kK auarHoctuke XbIMy neteir. Mpennoxex an-
rOpUTM OMarHOCTUKM HaYasibHbIX CTaaui XpOHMYecko 6one3Hn noyvek y aeter rpynnel pucka no XbIM v neteli ¢ natonorueni
noyek 6e3 npuaHakos XBI1 ¢ npeaBapuTenbHbIM 0TOOPOM aHAMHECTUYECKMX U KITMHUKO-NapakiMHUYECKNX nokasaTenen.

Kniouessbie cnoBa: xpoHunyeckas ©60ne3Hb Noyek, JeTu, PaHHAA AnarHocTuka

A.A. Walkova®, 1.V. Zorin, S.A. Chesnokova, S.V. Plotnikova
CHRONIC KIDNEY DISEASE IN CHILDREN

Department of faculty Pediatrics of Orenburg State Medical University, Orenburg, Russia

ABSTRACT

The goal is to discuss the criteria for the early diagnosis of chronic kidney disease (CKD) in children. The article presents data
from modern literature on the epidemiology, classification, and criteria for the diagnosis of CKD, own scientific results on
clinical and paraclinical characteristics of CKD and regional characteristics of CKD in children of the Orenburg region. Modern
approaches to the early diagnosis of CKD in children, the identification of risk factors for the progression of nephropathy and
the algorithm for the diagnosis of CKD in childhood, taking into account unfavorable regional factors, are scientifically substan-
tiated. A set of measures for the prevention of nephropathy and a scheme of follow-up observation of children at high risk has
been developed. The ways to improve the children’'s nephrology service are substantiated. Modern pathogenetic approaches
to the diagnosis of CKD in children are presented. An algorithm for diagnosing the initial stages of CKD in children at risk for
CKD and children with renal pathology without CKD with a preliminary selection of anamnestic and clinical and paraclinical
indicators is proposed.
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HOCTBIO B IOMYJISITNH, CHIDKCHHEM KavueCcTBa JKU3HU
C TOTEpel TPYAOCTIOCOOHOCTH M HEOOXOIUMOCTHIO
BBICOKO3AaTPaTHOTO JICUCHHS C TPUMEHEHUEM JI0-
pPOTOCTOSIIIUX METOJOB 3aMECTUTENIbHOW IMOYEUHON

Xponudeckas Ooneznp nouek (XbBII) y mereit —
aKTyanbHas Tpo0iIeMa COBPEMEHHOW IeAnaTpuul U
HEe(pOJIOTHH, YTO CBS3aHO C POCTOM YacCTOTBI XpO-
HUYECKHUX TPOTPECCHPYIOIINX 3a007IeBaHMI ITOYEK,

Pa3BUTHEM TEPMUHAIBHON XPOHUYECKOM MOYECUHOU
Hepocrarounoctd (TIIH) u panneit naBamuan3anuei
MalKEHTOB YK€ B IETCKOM Bo3pacre [1, 2].
MenuiuHCcKast 1 COIMaJIbHO-3KOHOMUYECKasl 3Ha-
YUMOCTh XPOHUYECKHIX HeMH(EKIIMOHHBIX OoNe3Hel
MTOYEK CBSI3aHa CO 3HAYUTENLHOU UX PacIpOCTpaHEeH-

*BsiikoBa A.A. 460000, Poccus, . Open0Oypr, ya. Coserckas, 1. 6.
OpeHOyprekuii rocyIapcTBCHHBI MEANIMHCKHUI YHUBEPCHTET, Kadeapa
¢axynsrerckoit nexuarpun. Tem.: 8(922)6258875; E-mail: k pediatry@
orgma.ru. ORCID: 0000-0002-6608-7888

Tepanuy (Iuanu3a W Trepecanku mouku) mpu TIIH,
BBICOKOW CMEPTHOCTBIO TAIMEHTOB IPH Pa3BUTHUU
XPOHUYECKOM OOJIC3HH MOYEK U €€ OCIOKHCHUI.

[lo mokasaremo pacmpOCTPaHEHHOCTH MPHYUH
WHBAJIUTHOCTH y AETEH M MOJPOCTKOB HAa JIOJIO 3a-
OomneBaHUil OpraHOB MOYCBOM CHCTEMBI TIPUXOIUTCS
11,0 % (bapanoB A.A. u coasr., 2010). Oxunaemas
MIPOIOIKUTEHFHOCTD JKU3HH JeTeld Ha JUalN3e CO-
crapisieT MeHee 20 JeT, a CMepTHOCTh JIeTeH Ha qua-
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nu3e B 30—150 pa3 BbllIe, 4eM CMEPTHOCTH B TIOITY-
nsumd [3, 4].

Exeronnas 3a6oneBaemocts TIIH B PO cocTasins-
et 9,9 na 1 muin gereit (B8 CLIA 14 HOBBIX ciyuyaeB
TXIIH na 1 mmH gereit); B 2007 1. — 538 nereit Ha
3aMeCTUTENbHOM noyeyHor Tepanuu (16,1 Ha 1 MuH
neteit); B 2009 . — 706 mereli Ha 3aMECTHUTEIHLHOMN
noueuHoi Tepanuu (30,4 Ha 1 MutH nereit).

B cBs3u ¢ 5TUM paHHee BBIABICHHE U 3aMe[ie-
HHE IPOTPECCUPOBAHMS 3a00JICBAaHUH TTOUCK pa3HOM
STHOJIOTUH, OTJaJeHne (OPMHUPOBAHUS HEOOpaTH-
MBIX CTPYKTYPHBIX M3MEHEHUH TOYeK M CHIKEHHE
pHUCKa OCIIOXKHEHUH, 00yCIOBICHHBIX Juc(yHKINEH
[OYEK, TO-TIPEKHEMY SBIISETCS TPUOPUTETHBIM U
MIPEJICTaBIACT HEPENICHHYI0 MEeIUKO-COLHaIbHYIO
npobnemy [2, 4, 5].

CoBpemennas konuenius XbIl pacmmpser mo-
HATHE «XPOHWYECKas IMO4YeyHas HEJO0CTATOYHOCTH»
3a CyUeT OLEHKM HadaJbHBIX CTaauil 3a0oJeBaHMN
[OYEeK, YTO TO3BOJISIET CBOEBPEMEHHO IPOBOAMTH
[IPEBEHTHBHbIE MEpONPHUATHS U TPHOCTAHOBHUTH
CHIDKCHHE TOYeYHBIX (QyHKIMiA. [1o coBpeMeHHBIM
npexacrasieHussM XbBII — 3710 HajxHO305I0rHUYECKOE
MOHATHE, XapaKTEePHU3YIOLIEeCs CTPYKTYPHBIM IIO-
BPEXKJICHUEM TTOYEK M(MUITH) CHIYKEHHUEM UX (YHKINUN
B T€UCHHE TPEX MECHIIEB U OoJiee, He3aBUCHMO OT HO-
30JIOTMYECKOTO JTMAarH03a XPOHUYECKOTO MOYEUHOTO
3a0oneBaHusl, OObEIUHSIIONIEE YHUBEPCAIbHBIE Me-
XaHu3Mbl GopMupoBaHUs HePpOoCKIepo3a U OOIIuit
ucxoy 6ose3nu B TITH [6].

VY 1/3 nereii nepsoro roja xu3Hu (36,4 %) BbI-
ABJISIOTCS TIPU3HAKU HE(POCKIIEPO3a MOCie IepBOro
srmm3ona UMC [7].

B nacrosmee BpeMsi ocoboe BHUMaHUE YIeNseTcs
COBEpIIICHCTBOBAHMIO PaHHEW JAMAarHOCTUKUA XPOHHU-
YecKuX 3a00JIeBaHUM IMOYEK U BBIABICHHUIO PAaHHHUX
craguii XBII, 94To CBA3aHO ¢ HEOOXOTUMOCTHIO CBOCB-
PEMEHHON KOppeKIuH (HakTOpoB MPOTPECCHPOBAHUS
W QJICKBaTHOM He(PONPOTEKTHUBHON KOppeKIueit
[TOYEYHOW TMATOJOTHU C LIETbI0 3aMEJICHUS] TEMIIOB
MIPOrPEecCUpOBaHs OOJE3HHM W OTHAJCHUA TEPMHU-
HaJIbHOM TOYEYHON HEIOCTATOYHOCTH, TPEOyIomei
3aMECTUTENBHON AUAIM3HOW Teparnuy U TPAHCIUIAH-
Tarnuu nouku [4, 8, 9].

AKTyambHOCTb MPOOJIEMBI MTOBBILIAETCS B CBSI3U C
BBICOKMM pUCKOM Gopmuposanus TIIH, 4to, B cBOIO
ouepesib, MPUBOJAUT K JlalibHEUIIe MHBANIMAN3ALUN
pebenka. Ocoboe BHUMaHHE yACIICTCS IpodieMe
paHHel AMAarHOCTUKHU, JTATEHTHO MPOTEKAIOIIUX He-
(hpomornyeckux 3adoneBanuii. B To e Bpemsl, mo31-
Hss1 quarHoctuka XbBII HemocpeacTBeHHO accoluu-
poBaHa ¢ 6oJiee BRICOKOW CMEPTHOCTBIO, O0Jiee TsKe-
JIBIM TEYEHHEM COIyTCTBYIOIINX 3a00JIeBaHUI.

30

Oxkazanue momomu manuentam ¢ XbII Tpeby-
€T BBICOKHMX MaTepHualbHBIX 3aTrpaTr [4]. B mepmyro
oyepeb ITO KacaeTcs MPOBEICHUS 3aMECTUTEIbHON
MOYeYHOU Tepamnuy — Jualn3a ¥ TpaHCIIaHTalluu
MOYKH, KOTOpasi )KU3HEHHO HeoOXonuMa MalleHTaM
C TEPMHUHAJILHOM MOYEYHOW HEJOCTATOYHOCTBIO, Pa3-
BHBAIOIIEHCs B McXo/ie HedponaTuii pa3TudHON MpH-
pombl. [To oOpHeHTHPOBOYHBIM OIIEHKaM BO BCEM MHUpE
Ha MporpaMMsbl quanusa B Hayasne 2000-X To7oB exe-
TOMHO BhIAEIsIOCH 70—75 Mupa mosmapoB. Bmecte ¢
TeM, B JIETCKOM BO3pacTe BO3MOXHO oOpaTHOE pas-
BUTHE PAaHHUX CTAJM XPOHHUECKOTO MOBPEKIACHUS
noyek. [loaToMy paHHEe BBIABICHHE, CBOEBPEMEH-
HOE€ JIeYeHUE XPOHUYECKUX IMPOTPECCHPYIOUINX 3a-
0oseBaHMI TIOYEK SBIAETCS BAXXHON MPEATNOCHUTKON
JUISL TIPEyTIPSKICHUST WM OTHAJCHUS ee Qaraib-
HOTO Hcxona. B To ke Bpems, BO3MOXKHOCTH Hedpo-
MIPOTEKTUBHOM Teparnu, 3aTparsl Ha kKoTopyto B 100
pa3 HIDKe, 4YeM Ha 3aMECTUTEIbHYIO ITOYEUHYI0 Tepa-
MU0, M KOTOPas MMO3BOJISIET 3aTOPMO3UTH IPOTPECCH-
poBanne XbBII, crabunm3upoBarh (QYHKIUIO TOUEK,
ucnojib3ytorcs Headdexkrupro [10]. [lo maHHBIM
Bb.T. bux6oBa u H.A. ToMunuHON, €XEromHbId MpH-
poct auanuzHoi craguu XITH (XBII 51) y B3pocibix
cocrasinseT okono 100 manmeHToB Ha 1 MIIH Hacele-
HUs, HAXOICh B mpeaenax oT 60 go 150 mamueHToB
Ha | MJIH HaceleHHUS B Pa3lMYHBIX perrmoHax. Pac-
npoctpaneHHocTs TIIH y nereli cocrasisier B Poc-
cuu 4-5 cirydaeB Ha 1 MUTH IETCKOTO HACEJICHUS B TOJ]
[1,2,11,12].

B nacrosiee Bpemst octaercs HepeleHHo! mpoo-
JieMa BHEAPCHHSI HOBBIX MOAXOJIOB K KITaCCH(PHUKAITUH
XBII, onieHKe TSHKECTH, AMarHOCTUKE PAaHHUX €€ CTa-
TV, OCHOBAaHHBIX HA HOBBIX JaHHBIX O MOPPOPYHK-
HOHAIIBHOM cocTosiHuu rmouek [10, 13].

OpHPM M3 TepCHEeKTHBHBIX HAIpaBICHUH ONTHU-
MU3aIUH JUArHOCTHKY U JICUEHHsI JAHHOW MaTOJI0TUN
ABJISIeTCSl MHOPMUPOBAHHOCTh O (haKTopax pucKa
XBII u pernoHaqbHBIX 0COOEHHOCTAX XPOHHUUYECKON
Oone3Hu modek. M3ydeHue pernoHaNbHBIX OCOOEH-
HOCTEH (hOpMUPOBAHUS MTATOJIOTHH Y IETCH SBISACTCS
KITF0YOM K 3()(PEKTUBHOMY YIPABICHUIO 3I0POBHEM
HaceseHus. PanHee BbisiBIIeHUE (hakTOpOB prcka (hop-
MHUpPOBaHHUA M TPOTPECCHPOBAHHS 3TOM MATOJIOTUU
MI03BOJIIET MakcuMaibHO orcpounTh XIIH m mpuo-
CTaHOBHTH ITporpeccupoBanue Hedponaruii [1, 14].

IIpoBenennsie B OpeHOyprckoit 00macTé MHOTO-
LEHTPOBBIEC SMHUIEMHOIOTMYECKAE HCCIEIOBAaHUS C
oxBaroM Oozee 35 000 meteii moka3anu: B SKOJIOTH-
YecKH OJarornolyyHoM PerHoHe YacTOTa IMaToJIOTUH
OMC B 90-e roap! IPONULIOrO CTOJETHS COCTaBIsLIA
40-60:1000 merckoit momyssiuu [15].

BrIsBIIeHBI TOCTOBEpHBIE pa3Iudus paclpocTpa-
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HEHHOCTH, CTPYKTYPBI, KIMHUYECKUX 0COOEHHOCTEN
HedpomaTHii U MEIUKO-COLMAIBHBIX (DaKTOpPOB pH-
CKa BO3HHKHOBEHUS 3a00JICBaHMI TOYEK y JETEH,
MIPOKMBAIOIIUX B KOJIOTMYECKH PA3IHMYHBIX PETHo-
Hax OpeHOypxps. [lo HamMM JAaHHBIM, B PETHOHE,
3arpsi3HEHHOM TSDKEJIBIME MeTajulaMH, 4acToTa Ta-
TOJIOTHH TOYEK M OPraHOB MOYEBBIBEIECHUS COCTAB-
nsiet 189,4:1000 1 uMeeT TEHICHIINIO K YBETUICHHIO
(puc. 1).

[Ipu mpoBeeHNH SMTUAEMHUOIOTUIECKUX UCCIIE0-
BaHUI cTa OYEBUAHBIM (DaKT JOCTOBEPHO OoJiee BBI-
COKo# "acToThl 3a00eBanuit OMC y mereli 2K0JI0TH-
YeCcKH HeOIaronojyyHoro MPOMBIIIJIEHHOTO TOpoAa,
a TakKe UX pa3BUTHE B Ooiee paHHEM BO3PACTHOM
nepuone. BBIABIEHBI pernoHagbHbIE 0COOEHHOCTU
matojorun OMC. Jloka3aHo, 9TO B CTPYKType He-
(pomnaruii y getel MpOMBIIIJICHHOTO ropoja mpeod-
nanator anomanuu OMC, ocnoXHEeHHbIe peHaTbHOU
nHpekueH (nmuenonedpur), KOTOPHIH yalle accolu-
HpOBaH C BPOXKJIECHHBIMU aHOMAJIHUAMU OPTaHOB MO-
YEeBOW CHCTEMBI U META0OJIMUECKUMH HAPYUICHUAMU
oOMeHa MOYEBOH U IIaBeJIeBOI KMCJIOT. YCTaHOBJIEHO,
YTO B JIETCKOHM MOMYJIALMHU MPOMBIIIJICHHOTO Topojia
BEAYIIMMHU MaTOTeHETUYECKUMH (MOLYIUPYIOIIMMH)
(dakxTopamu HeppomaTHii SBISIOTCS BPOXKICHHBIE 1T0-
POKH pa3BUTHUS OPTaHOB MOYEBON CHCTEMBI, HATNYHE
[IMP u HeiiporeHHol AUCHYHKIIMUT MOYEBOTO ITy3bI-
P, METabOoIMYECKUX HAPYIICHUN U UX COUYETaHHUH.

Ha ocHoBaHMM yCTaHOBIIEHHOW pPacIpOCTpPaHEH-
HOCTH, HO30JIOTUYECKOH CTPYKTYPBI M KIMHUYECKHUX
ocoOeHHOCTEeH Oone3Heil OpraHoB MOYECBOM CHCTE-
MBI y JI€TE€H, HO30JOTMYECKON U BO3PACTHO-IIOJIOBOM
CTPYKTYpBI JE€TCKOW WHBAJIMIHOCTH M IKOHOMHUYE-
CKUX TIOTeph IO MpUYMHE O0Je3Heil opraHoB Moue-
BO cucTeMbl 000CHOBAaHBI OpPraHU3aI[IOHHBIE TPUH-
UMbl OKAa3aHUS MEIUIIMHCKOHN ITOMOIIN JETSAM C He-
(pornatuaMu, TPEUIOKEH KOMIUIEKC MEpONpUATHI
no npodunaktuke Hedponaruii; pazpadboraHsl Map-
KETHHTOBBIC OCHOBBI YIIPaBJICHUsI IeTCKOW He(poJIo-
THYECKOH cITy)K00H, cO3/1aH METUKO-9KOHOMHYECKHUH
CTaHAapT paHHEH TUarHOCTHKH 3a00JeBaHMN opra-
HOB MOY€BOM CUCTEMBI Y JIeTEH, TPOBEIEHA SKOHOMU-
YyecKas OlleHKa MPSIMBIX 3aTpar ¥ KOCBEHHBIX MOTEPb,
CBSI3aHHBIX C JIETCKOW HE(GPOIOTHICCKON 3a00eBac-
MOCTBIO U €€ TOCJEJICTBUSAMH; pa3paboTaHa cxema
JUCTIAaHCEPHOTO HAOMIOACHUA 3a IETHbMH TPYIIIIHI BbI-
COKOT'0 pHCKa; 000CHOBAHBI MMyTH COBEPIIEHCTBOBA-
HUA JE€TCKOM HePPOIOTHUECKON CITYKOBI.

Bwmecte ¢ Tem, 10 HacCTOSIIETO BPEMEHU OCTaeT-
csl KpailHe orpaHWYeHHOW HHGOpPMAIM TO SIHUae-
muonoruu XbIl B merckoil momyssiuu, 0COOCHHO
€e paHHUX cTaauil. B mocneaHue roasl B IUTEpAType
OITyOJIMKOBAaHbI JIaHHBIC HAIMOHAIBHBIX M Ipodec-
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Puc. 1. PacnpocTpaHeHHOCTb Hedponatuin y aeteir OpeHbypr-
ckor obnactu /Ha 1000 (COBCTBEHHbIE AaHHbIE).

Figure 1.The prevalence of nephropathy in children of the Orenburg
region/per 1000 (own data).

CHOHAJIbHBIX HAyYHBIX PErMOHAJBHBIX acCOIMalui
neuaTpoB-HepPoNIoroB 0  PacnpoOCTPaHEHHOCTH
XBII cpenu nerckoro HaceneHus. BospacTHbele Ka-
TErOpvH TOMYJISIUOHHBIX BBIOOPOK OTIMYAIOTCS B
pasHbIx crpaHax: B EBpone 3—5-1 cragun XbBII BbI-
ABIAIOTCS B cpeaHeM y 11—12 nereit Ha 1 MaH nert-
ckoro HaceneHus, a 4—5-1 craguu XbII — y 8 nereit
Ha | MJIH I€TCKOTO HaceJIeHus!.

Hamu u3ydeHa cTpykrypa 3a00ieBaHHiA, IPHBO-
msmmx K XBIT y gereit OpenOyprekoii odnactu [16].
BrisiBneno goctoBepHoe mpeobnagaHue B CTPYK-
type XBIl BpoXIeHHBIX, HacleICTBEHHBIX Hedpo-
natuii W TyOyJOMHTEPCTUIMAIBHBIX 3a00JeBaHUMI
nouek (91,1%): XpoHWUeckuid THETOHEPPUT Ha
¢doHe pedurokc-yponaTiuy, BPOXKICHHBIX aHOMaJIHN
opranoB moueBoit cuctemsl, HIAMII (77,8 %), ypo-
mutraza (11,1 %); HacieAcTBeHHbIC He(pONATUU:
TUIMOIJIA3Usl TMOYEK, TIOJIMKUCTO3, HEPPOHOPTH3
(6,7 %); TeMOIUTUKO-ypeMUUECKUil CHHIpOM (4,4 %)
[16]. V 8,9 % manuentoB XBII pasuiace Ha (hoHe
IJIOMEPYJISIPHON MATOJIOTHH, B TOM YHCIIE HedpOTHU-
4ecKoi (OPMBI XPOHHUYECKOTO TIIOMepyIoHe]puTa ¢
(oKaJIbHO-CErMEHTAPHBIM [IOMEPYJIOCKICPO30M U
TyOyJIOMHTEpCTHIHATBHBIM (prOpo3oM [16].

B wuccnenoBaHuM amMepuKaHCKHX He(pOIOTroB
NAPRTCS B 2008 r. npu aHanu3e UCTOpUi OONe3HU
6osee 7000 mauueHToB Mosnoxe 21 rona ObLTH BBISB-
JIeHBI cieayromye Handonee yacteie TpuanHbl XbI1:

- BPOXKJCHHbIE aHOMAJIMU MOYEK U MOYEBBIBOJIS-
mux myteit — 48 %;

- momepyaoHeppuTsl — 14 %;

- HacnencTBeHHble Hedponartuu — 10 %.

B nuteparype mocienHux JeT HaydHO 000CHOBa-
HO, uTO JyIst onpesenenus ctaauu XbI1 HeoOxonuma
OLICHKA MOKa3areneil He TOJIBKO CKOPOCTH KITyOOUKO-
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Tabnuua 1/ Table 1

Crpatndpukaumna craguini XbIN no K/DOQI (2002), NKF-K/DOQI (2003)
n R. Hogg et al. (2003) [17]

Stratification of CKD stages by K/DOQI (2002), NKF-K/DOQI(2003)
and R. Hogg et al. (2003) [17]

Cragusa | Onucaxue CK®d AKTUBHbI NnaH
(Mn/mMunH/1,73 m2)
1 MoBpexaeHne noykm npu Hop- | >90 Tepanus nepBUYHOrO COMYTCTBYIOLLEro COCcTosHUSA. MeaneHHoe
ManbHOM 1nn NoBbleHHon CKD nporpeccupoBaHme XBI1, HU3KNN pUCK KapAMOBaCKYNSPHbIX 3a-
6oneBaHui
2 [MoBpexaeHne noykn ¢ He3Hauu- | 60-89 OueHka ckopocTtu nporpeccun XbI1
TenbHbIM CHUXeHnem CKd
3 YmepeHHoe cHuxkeHne CKd 30-59 [uarHocTuka n nevyeHne 0CnoXHeHu
4 3HauuTensHoe cHuxeHne CKD 15-29 [MoaroToBka K 3aMeCTUTENBHOM NOYEYHON Tepanum
5 [MoyeyHas He[OCTAaTOYHOCTb <15 (unn gnanna) | 3amecTuTenbHas NoYeyHas Tepanus

Tabnvua 2 / Table 2
Ctpatndpukauuma ctagnini XpoOHU4ECKom
6one3Hn novek no ypoeHio CK® (NRF/KDOQI)
(National Kidney Foundation/Kidney Disease
Outcomes Quality Initiative, 2009)
Stratification of CKD stages by GFR (NRF/ KDOQI)
(National Kidney Foundation/Kidney Disease
Outcomes Quality Initiative, 2009)

Cragumno XapakTepucTvka YpoBeHb CKD

CKd (Mn/MuH/1,73 M?)

C1 Bbicokast unv ontumaneHas | >90

c2 HesHaunTenbHo CHMXeHHas | 60-89

C3a YMEPEHHO CHMXEHHas 45-59

C 36 CyLLECTBEHHO CHUXEHHAs 30-44

c4 Pe3ko cHumxeHHas 15-29

cs TepmMuHanbHas no4yeyHas He- <15
[0CTaTO4HOCTb

Boil punprparyu (CK®) ¢ pacueTom CKOPOCTH KITy-
OoukoBOi (uibTpanuu 1o Schwartz, HO W MoKa3a-
Tenel ¢pyHkumu kanansies [13]. B 3aBucumoctn ot
YPOBHSI CKOPOCTH KJIyOOUKOBOH (DUJIBTpALIMK BhIIC-
ot 5 cragmii XBIT.

KDIGO u A.S. Levey, K.U. Eckardt, Y. Tsukamo-
to (2005) o6ocHoBanu B kiaccuduranuu XbI1 mo K/
DOQI (2002) HeoOX0quMOCTh BBIICICHUS 3 CTaauu
3a (CK® ot 59 no 45 ma/mus), 36 (CK® ot 44 o 30
mir/muH) [15, 20]. B 2012 rony KDIGO ony0nukoBa-
Ha Moaudukarus kinaccupukaiuu XBI1, B koTopoi
B 3 craguu (CK® or 59 no 30 mi/MUH) BbIJCIICHBI
3a (CK® ot 59 no 45 ma/mun) u 36 (CK® or 44 no

30 mi/mun) [18]. B knaccuduxanun XbI1 o KDIGO
(2012) u pexomennoBanHoil B Poccuiickux Harmo-
HaJbHBIX pexoMeHpanusax mno XbBII mias B3pocabix
MAIMEHTOB B TPEThEH CTaMU BBIICICHBI MMOJCTAUN
C3a u C36 pexomennoBana [10, 16, 17].

B tabn. 2 npencrasiena crpatuduKanys cTajaun
XBII no yposuio CK® no KDIGO (2012), namuo-
HaJbHBIM pEKOMEHauusIM [5].

B nenmmarpuveckoil HeppoIOTHH PEKOMEHI0BA-
HO UCHONB30BaTh crparudukanuio 5 cragmii XbII
y nereii u mogpoctkoB 1o NKF-K/DOQI (2002) 6e3
OTIMCATEIILHON XapaKTEePUCTUKHU 5 CTaauid, 0e3 Bblze-
neHus B 3 cranuu 3a u 30 moxacranuii [13, 17].

[Ipennoxennoe KDIGO (2012) B moguduimpo-
BaHHOU Kiaccu(UKAIUU BBIJEICHHE B 3 cTaauu 3a
u 30 moacTtanuii BHEIPEHO B MPAKTHUKY B3POCION
Hedponornueckoit ciyxos [19].

Kaxnas cramus XbBIl unpexkcupoBaHa B 3aBU-
CUMOCTHA OT BBIPQKEHHOCTH aJbOYMUHYPHH/TIPO-
TEUHYPHH, JUIsl CITy4aeB 3aMECTUTEIbHON MOYeYHON
Teparuu clenyeT yKa3blBaTh ee BUa — auanu3 (/) u
tpancmantanus (T). B Tabn. 3 npexcraBnena moau-
¢dukamus cTpaTHQUKAIMA MOYEBOM SKCKPEIUH allb-
OymuHa, npeanoxennas KDIGO.

XBIT B MKb-10 xnaccudunupyercs B pyopuke
N18. Komer N18.1-N18.5 wucnons3yrorcst st 000-
3gauenus craauii XbI1.

HecMotpst Ha 0ONBIIONH CIIEKTP BOMPOCOB, TpPe-
OyIOIIMX NadbHEWUIEero U3ydeHusi, HeoOOXOANMMO HC-
IT0JIL30BaTh €JMHEIC MOAXO0AEI K guarHoctuke XBII,

Tabnuua 3 / Table 3

UHpexkcauua anb0ymuHypumn/npotenHypum KDIGO [Levey A.S. u coaBrT., 2010]
Indexation of albuminuria/proteinuria KDIGO [Levey A.S. u coaBT., 2010]

MHpoekcaums, onncaHme 1 rpaHuubl (anb0ymMuH, Mr/ KpeaTuHUH, I)

A0 A1l A2 A3 A4
OnTumanbHas MoBbILWEeHHas Bbicokas OuyeHb BbicOoKkast HedpoTtunyeckas
<10 10-29 30-299 300-1999* >2000**

* COOTBETCTBYET CYTO4HOM NpoTenHypun >0,5 r; ** cooTBETCTBYET CYyTOYHOM NpoTenHypumn >3,5 1.
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Tabnuua 4 / Table 4

KaTteropusa anb6ymunypum B knaccudpukauum XBIN KDIGO [Levey A.S. n coasT., 2012]
The albuminuria category in the CKD KDIGO classification [Levey A.S. n coagrT., 2012]

KaTeropus COA (mr/cyT) | An/Kp (NpyMeEpHbIV 9KBUBANEHT) Onwncaxve
Mr/mmonb Mr/r
Al <30 <3 <30 HopmarsnbHas nnn He3Ha4nTesIbHO NOBbILLIEHHAs
A2 30-300 3-30 30-300 YMEepeHHO NoBbILLEeHHas™
A3 <300 <30 <300 3Ha4MTEeNbHO NOBbILLEHHAA™*

OIICHKE TSKECTH TIOPaKEHHS TIOYEK Y IeTEH He TOIBKO
JUTS. TIPOBE/ICHUST TEPAIeBTUIECKOTO KOMILIEKCa Me-
POTIPUSATHIA, HO U JIJISl pEIICHUST METNKO-COINATBHBIX
1 MEINKO-dKOHOMUYECKUX TTPOOIIEM.

IlenTpanbHOE MECTO B MEPBUYHOUN NHATHOCTHUKE
XBII 3anHuMaeT onHOBpEMEHHas OIlEHKa OCHOBHBIX
mokazareneit — CK® u ansO0yMuHYpHUH/TIPOTEHHY-
pHUH, KOTOpBIE SBISIOTCA HE TONBKO MapKepoOM pe-
HaJTbHOW AMCOYHKINH, HO W OTPAKAOT HAIWYHUE:
CUCTEMHOM M pEHaJbHOW SHAOTEIMAIbHOU JIHC-
(hyHKITMH; TTOBBIMIEHUS TPOHUIIAEMOCTH KJIETOYHBIX
MeMOpaH U TeMOIMHAMHUYECKOI HAarpy3KHu Ha KITy0o0-
YeK; I3MEHEHU I TPaHCIIOPTHBIX MPOIIECCOB B TIPOK-
cuManbHBIX KaHamblax [20]. CK® ompenensercs
Kak 00beM yapTpaduabTpara Imia3Mbl, TPOIICITHI
gepe3 KIIyOOUKOBBIN (PUIBTp 3a SAMHUITY BPEMEHH
(Ma/mun) [21].

st Tounoro onpeneneans CK® nmpuHITO HCIONh-
30BaTh METOJ] KIIMPEHCa PsAa YHIOTEHHBIX M 9K30TeH-
HBIX CYOCTaHIMH [MHYJIMH, SHIOTCHHBIA KPEaTWHUH,
S51Cr-D/ITA (MedeHHAsT XpPOMOM ATHJICHIMAMHHTE-
TpayKCyCHasl KHCJIO0Ta)], KOTOpble (QUIBTPYIOTCS B
MTOYEUHBIX KITyOOUKaxX, HO HE PeadCcopOUpyroTCs M He
CEKPETHPYIOTCS TMOYEYHBIMU KaHaNblamMu. lcmomb-
30BaHME TaKMX MapKepoB OOYCIOBIEHO TEM, YTO KO-
JIMYECTBO STHX BEIIECTB, SKCKpeTUpyeMoe B 1 MUH ¢
MOYOH, HICHTHYHO MPOPUIETPOBAHHOMY KOJIMYECTBY.
CrnenoBarenbHO, O] KIIMPEHCOM TTOHUMAIOT OTHOIIIE-
HHUE MKy SKCKPETHPOBAHHBIM B 1 MUH KOJIMYECTBOM
BEIIeCTBa K €ro KOHIIEHTPAIINH B KPOBH.

Cumxenne CKO menee 60 mu/mun/1,73 m? yka-
3bIBaeT Ha motepro 6omee 50 % HeDpOHOB (MTpH STOM
KpeaTHHUH KPOBH MOXXET HAaXOAWTHCSA B TIpenerax
BEpXHEH I'paHAIBI HOPMBI). [Toka3zaTenb CHIBOPOTOU-
HOTO KpeaTWHWHA HE MOXKET OBITh MCIIOIB30BAH IS
OIIeHKH (DYHKIINU TTOYEK, TaK KaK ero CoJepKaHue B
CBIBOPOTKE OOYCJIOBJICHO pa3MEpOM W COCTOSHHEM
MbIIIeYHOM Macchl. KoHIIeHTpalusi KpeaTHHHHA Ha-
YHHAET MOoBbITIaThCs nocie cHmkenns CK® na 50 %
OT HOPMBI — OTCIO/Ia BO3HUKAIOT CIOKHOCTH B JHa-
raHoctuke panHux craauii XbI1.

CK® — mHTErpaNIbHBIN TOKa3aTellb (GYHKIIUN T10-
YeK, KOTOPBIA 3aBHCUT OT BO3pacTa, ToJIa U Mo In
moBepxHocTH Tena [22]. B coBpemenHoit Hepoto-

THH SKCKPETOPHYIO (DYHKLHUIO IOYEK IPUHATO OLICHHU-
BaThb I10 YPOBHIO 3HJOI€HHOIO KPeaTMHUHA WX MPH
MIPUMEHEHUHN PacYeTHHIX (GopMyn (B AETCKOHW Tpak-
THUKE HauOOJIblIEE PACIpPOCTPAaHEHUE AJSl pacueTa
CK® nomyunna gpopmyna [Isapma) [17].

[To nannbIM pa3Hbix aBTopoB CK®, paccuntanHas
o opmyse LlBapia, comocraBuma ¢ CK®, onpene-
JSIeMOM IPH U3MEPEHUH KJIMPEHCA SHIOTEHHOTO HHY-
JIMHA WU PaJMOU30TONHBIX areHToB [23]. OpHako
TOYHOCTb NPUBEICHHBIX BBIIIE METOJOB HE SBJSIIACH
abcomrotHOM Juta onpenenenns CK®D, uto Tpebosaio
NPOJOJKEHUsI IONCKA BEILEeCTBa, HAACKHO OTpaska-
OIIETO AKCKPETOPHYIO CIIOCOOHOCTH Iouek [24].

B nocnennue roapl, Kak ajJbTepHATUBHBIN MapKep
OLIGHKM COCTOSIHMSI OYEUHBIX (PyHKIMH, IPUMEHUM
Metox onenku nuctarnaa C (LcC) [27].

Hucratma C — Oenok, NpHHAAISKAMWANH K 2-i
IpyIIe TeHETHYECKOI0 CEMENCTBA [IUCTATUHOB C HU3-
KOW MOJIEKYJISIPHOW Maccoii, HHruOuTop mporeas. [en
uucrarnHa C jokanusyercs B xpomocome 20. Lu-
cratud C mpoxyuupyercst OOJBLIMHCTBOM SIAEPHBIX
KJIIETOK, OH OOHAPY)KMBAETCS BO BCEX OMOIOTHYECKIX
KUIKOCTSAX B JOCTATOYHO BBICOKMX KOHIIGHTPALUSX.
Yposenp L[cC crabuieH B CHCTEMHOW IMPKYISAIIUM.
ucratna C oTBedaeT OCHOBHBIM TPEOOBAHUSAM JUIS
OIIEHKH (PHIIBTPALH: CBOOOAHO (PHUIIBTPYETCS B KITy-
Ooukax, He peadcopOHpyeTcs U He CeKPeTUpyeTcs B
KaHajbLax. lccinenoBaHusl MOKaszald, YTO YpPOBEHb
mucratia C B KpOBU HE 3aBHCHT OT MacChl Teja U
pocTa, a TakKe OT MBIIIEYHON MacChl ¥ mmona. MiMerot-
Csl ICCIICIOBAHMS, JOKA3bIBAIOIINE KBHBAJICHTHOCTD
KpeaTuHuHa U nuctaruHa i oueHku CK® u nocto-
BEpHO OoJiee BBICOKYIO 3HAYMMOCTD LucraruHa C Kak
Mapkepa (YHKIFH TI09eK, 0COOCHHO MPH HaYaJbHBIX
MIPOSIBIICHUSIX ITOYEYHOU HETOCTAaTOuHOCTH [25].

B Oonee paHHUX HCCIEAOBaHUSAX CPAaBHEHUE 3Ha-
yeHuil CK®, omnpeneneHHbIX Yy JIeTell ¢ MOMOIIbIO
mucratiia C ¥ KpeaTHHHMHA C MPSIMO U3MEPEHHBIMU
sHayeHnssMu CK® (xmpenc Cr-O[ITA), nokasaro,
yto CK®, onpenenennas mo mwcratuay C, Oonee
TECHO KOPPEIHUPYET C «30JI0THIM CTAHAAPTOM.

3apyOexxHeie ydeHble Premaratne, Maclsaac,
Finch mokazanm, 9ro mociegoBaTensHOE W3MEpEHHE
ypoBHeil nmucratnHa C sBIseTcst 0ojiee TOYHBIM Me-
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TOZIOM JTUArHOCTHKH CHYIKCHHS MOYEYHOW (DYHKIIUH
y MalKdeHTOB ¢ OWa0eToM 1-To Tuma, YeMm 1o ypOoB-
HIO CBIBOPOTOYHOTO KpEaTHHUHA. DTOT BBIBOI OBLI
CeNaH MPHU COIMOCTABIEHUH METOMOB, OCHOBAHHBIX
Ha n3MepeHnu nucratuHa C U KpeaTHHUHA B KPOBH,
C pesyibTaTaMH TPSAMOIl OIEHKH MOYeYHOU (yHK-
UK C TIOMOINBIO KIMPEHCa **M-TeXHeIMH-TUITHIICH-
TPHAMHH-TICHTA-yKCYCHON KHCIIOTHI (M30TOMTHON CKO-
poctu Kity6ouKkoBoii hussTpanmu [26, 27].

B nactosmee Bpems iucrarud C paccMaTpruBaeTcst
KaK JTOCTOBEpPHBIN IMOKa3aTeb IS OLEHKH JKCKpe-
TopHOW (yHKIMM Todek. JluTepaTypHble naHHBIE
CBUJCTEIBCTBYIOT O TOM, YTO B HACTOSIIEE BpeMs
uuctatud C MOXET paccMaTpuBaTbcs HE TOJBKO
KaK a/IeKBaTHBIM MOKa3aTeNlb COCTOSHUS MOYEUHBIX
(yHKIMH, HO U KaK BO3MOXKHBIN OMOMapkep BocIia-
JICHUS M SHAO0TENHaIbHON nuchynkuuu [26, 27]. OO0
9TOM CBUJCTEILCTBYET OONBIIMNA CIIEKTP PadoT 1o
M3Y4YEeHHIO CBSA3HM KapInOBaCKYISPHBIX PUCKOB y Ta-
LIMEHTOB C CEPJIEYHO-COCYIUCTHIMH 3a00JIEBaHUAMU
u ypoBHs LcC kpoBu. Ilo maHHbIM HccienoBaHUN
BBISIBJICHO 3HAYMMOE TMOBBIIIEHUE YPOBHS IIHCTATH-
Ha C y gerell cO CHIDKEHHEM SKCKPETOPHOH (yHK-
LUU TTOYEK.

[Ipu uccnenoBanuu yposHs mucratuHa C B Moue
ObLTa MoKa3aHa 3aBUCUMOCTb €r0 KOHIEHTPALMU OT
ypoBHs nipoTennypun. B uccnenosanuu S.Hellerstein
YCTaHOBJICHO, YTO COOTHONICHHE IMCTaThHa/Kpea-
THHUHA B MOYe COOTHOCUTCA ¢ ypoBHeM CKD y ne-
Teil. CoBpeMeHHbIE JaHHBIE CBUIETEILCTBYIOT, UTO
HapacTaHWEe COOTHOIICHHUSI IUCTATHH/KPEAaTUHHWH B
Moue SBISETCA MPHU3HAKOM HMMEHHO KaHAJIbIEBOU
muchyHKumu [26, 27].

Jumarnoctuyeckn 3HaYyMMasi HKCKpeuus IHcTa-
trHa C ¢ MOYoi 00yCIIOBJICHA TOJBKO HAPYIICHUEM
KaHAJbIIEBONH pealdcopOIMu, a He ero CeKpelueH,
Y T€M CaMbIM HE BJIHET Ha OICHKY CKOPOCTU KITy-
0O0YKOBOH (PHIIETpAIIM HA OCHOBE €T0 CONCP KAHMSI
B KpoBH [28]. B Hactosiee Bpemsi B OOJIBITMHCTBE
MEXIYHApOIHBIX Hay4HbIX paboT nucrtarud C pac-
CMaTpHUBaeTcs He TOJIBKO KaK JI0CTOBEPHBIH, HO U KaK
HauboJee paHHUH oKa3aTelb OLIEHKH IKCKPETOPHOU
(byHKIMM TIOYeK A7l B3POCJION M TeanaTpudecKoi
npakTuku. Onpeznenenue ypoBHs nuctaruHa C s
OILICHKH KJIyOOYKOBOW (DHIIBTpAIK UMEET OOJIbIIOE
IIPOTHOCTUYECKOE 3HAYCHHUE U TIOATBEPIKIEHO LIHPO-
KHM CIIEKTPOM 3apyOEKHBIX M OTEYECTBEHHBIX Hay4-
HBIX paboT.

Jia paHHErO BBISABJIGHUS U KOHTPOJIA TEUEHUS
XBbII HeoOxoanM MOVCK W BHEAPESHUE HOBBIX TUATHO-
CTHYECKH 3HAYMMBIX MapKEepPOB dKCKPETOPHOH (PyHK-
uuu noyek. o HacToAIero BpeMEHU aKTyalbHOUN
ocraercs runonuarnoctrka XbII B nerckom Bo3pac-

34

te. Yacrora XBII B nerckoi monyssiiuyd 3HAYUTENb-
HO BBIIIE, yeM auarnoctupyercs (1 %), u koiebnercs
or 10 o 12 % HaceneHus.

Hepemennoit ocraercss mpoOiema pa3paboTKu
JUAaTHOCTHYECKOTO CKPUHUHTA paHHeW CTajuu IIo-
BpEeXJIEHHUS To4eK. ToNbKO B HEKOTOPBIX CTpaHax
mupa (Anonus, Kopes, Kurait) BHepena nporpamMmma
MaccOBOro CKpuHUHTra AeTeil Ha Hanuuue XbIT.

CoBpemenHble moaxoab! k guarnoctuke XbII y
AeTei

Pannss auarHoctuka HedpomaTtuii OCHOBaHA Ha
BBISIBIIGHUH (DaKTOPOB pPHUCKA JTAHHOW IaTOJOTHU.
@DakTOpsl pHCKAa Pa3BUTHA M TMPOTPECCUPOBAHUS
XBII mupoko obcyxnatorcst B iureparype [16, 29,
30]. BeiaeneHsr:

* (paxTOpBI IPEIPACTIONOKEHHOCTH;

* yHULIUHUpYIoHe (GakTopsl ((haKTOphI MOBPEKIE-
HUA);

* (paxTOpBI IPOTpECCHPOBAHUS.

@akTopsl MTHULIMALUU U rTporpeccupoBanus TUDBIT
pasneneHsl Ha MoAu(UIIpyeMble B HeMOAU(UITUPYe-
MbI€ (I10JI, BO3PACT, ATHUOJIOTHSA, HACIEACTBEHHOCTb,
STHUYECKas MPeIPacoIOKeHHOCTD) [26].

K ¢akropam nHHIIHAIMN TTOBPEXKICHUS ITOYEK OT-
HOCAT MOUHUIIpyeMble (hakTopsl [26]:

- UMMYHHBIE (DaKTOPBI,

- YpPOOMHAMHUYECKHE HapYIICHHUs, aCCOIIMUPOBaH-
HBIE C MHTPApEHAIbHBIM PE(IIOKCOM, YPOIUTHAZOM,
OCIIO)KHEHHBIE PEHAJBbHON WH(EKIIUEH;

- FeMO/IMHaMHU4eCKHe HapyIIeHUs;

- apTepHasibHas TUTIEPTEH3US;

- runepQUIBTpanyst B COXPaHHBIX He(POHAX;

- IPOTEUHYPUS TIPH ITIOMEPYIIONATHAX, TYOyIOH-
TEPCTUIIHAIBHBIX 3a00I€BaHUAXK ITOYEK;

- TOKCHUYECKOe JCHCTBUE JIEKapPCTB;

- TUTIOKCHSI.

®axTops! nporpeccuposanus XbII [32]:

- HMMyHomnarojiorndeckue 3aboneBanus: ['YC-
CUH/IpOM, BacKynuThl, ayroumMmyHHbIe (CKB u n1p.);

- CAKUT c pa3ButHeM peHanbHOW HHPEKIIHA MO-
yeBoi cuctembl U peuuansl UMC Ha ¢done 1IMP,
MKB, oberpykunn moueBbix myteid, HJIMII;

- apTepHasbHas TUNIEPTEH3Us, TPOTEUHYPHS;

- MeTaboiIMyecKue HapylleHUs: OXHpEeHHe, ca-
XapHBI nuaber 1-ro M 2-rO THUIIOB, THIICPIIHIIH]IC-
MU, TUIIEPYPUKEMUS;

- TOKCUYECKOEe BO3/ICHCTBHUE JICKAPCTB.

B macrosiiee BpeMsi M3BECTHBI (PaKTOPBI pa3BU-
tusi XBII y nereii: reHeTUUECKUE, SHIAOTEHHbIE, JIe-
Morpaduueckue (T10J1, BO3pacT) U KOMILIEKC K30TeH-
HBIX (hakTopoB [16].

Ilo coBpeMeHHBIM TpPEACTABICHUIM, MPOrPECCH-
pOBaHHE XPOHHYECKHX 3a00JIeBaHMI MOYEK pPa3BH-
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BAeTCs BCJIEJCTBHE COYETAHHOTO BO3JEHCTBHS psila
MATOJIOTHYECKUX (PaKTOPOB, TAKUX KaK:

* cUCTeMHasl apTepHalibHas TUIIEPTEH3US;

* TeMOJMHAMHWYECKHE HApyIICHUs B MOYKE, MpPo-
SIBJISIFOIIECS TIOBBIMICHHOW Tepdy3ueil MOoueuHbIX
KITyOOUYKOB C Pa3BUTHEM BHYTPHKIYOOUKOBOM THTIEP-
TEH3UH U TUTIePPHUIBTPALINHY;

* HapylIeHHe MUKPOLMPKYIALNN U SHI0TEIHAIb-
Has TUCQYHKIINS;

* MTOSIBJICHUE W/WJI YBEIHYCHHUE YK€ CYIIECTBYIO-
EH IPOTEUHYPUH.

Bce a1 (hakTOphl HAXOAATCS B TECHOM 3aBUCUMO-
CTH MKy COOOH U SIBJISIIOTCS 3BEHbSIMU OJTHOM 11aTo-
TeHETHYECKO 1enn popMupoBaHus HePPOCKIIEpo3a.
CucremHasi TUIIEPTEH3UA SIBIAETCA KaK MPUYUHOH,
TaK ¥ CJIEJCTBHEM MOPAKEHHs MOYEK, BBI3BIBAET I10-
BPEKJICHHE MOYEUHBIX KaWIISIPOB C HApyIIEHHEM B
HUX BHYTPUIIOUCTHON TeMOJAMHAMUKH U, B KOHCYHOM
WTOTe, CTUMYJIHMPYET MPOIECCHl CKIEPO3UPOBAHUS
oprasa.

[pu ouienke pakTopoB hopMHPOBAHHS U TIPOTPEC-
cupoBanust TUBII, accoumuupoBaHHOU C peduitoKc-
yponarueil, ¢ ucxogoM B XBII HaMHu yCTaHOBIIEHO,
YTO apTepHajbHas THIEPTEH3Hs JOCTOBEPHO dHalle
BBISIBJIICTCSl y TMALUECHTOB ¢ peduitokc-Hedponaruei
(PH) C (100 %, n=30) u PH D (100 %, n=28) 1o cpas-
HEHUIO C MAIUeHTaM! C HauyaJIbHBIMU MPOSBICHUAMU
Hedpockiepoza (PH A, n=17, p<0,001) [30]. Ilo
Mepe MPOorpeccupoBaHus TyOyIOMHTEPCTUIIMATBEHON
00JIe3HM TTOUEK yCTaHOBIEHO mocToBepHOoe (p<0,05)
YBEJIIMYEHHE YaCTOThI JUATHOCTUKH CHHApPOMA apTe-
pHANbHOM TMIePTeH3UH Y TallMeHTOB Ha Pa3HbBIX CTa-
musix PH (puc. 2) [16].

CunapoMm aprepuaibHON THIIEPTEH3UH BBIABICH
MIPENMYIIECTBEHHO Yy MallMeHTOB B BO3pacTe OT § 10
12 met —y 50% u ot 13 mo 18 et —y 63,8 %, y ne-
Tert 1o 7 et —y 15 %. Y nmanmentos ¢ PH cpennecy-
TOYHOE cucTonuieckoe AJ[ m1ocTOBEpHO BhIIIE HOP-
MAaTUBHBIX BO3PACTHBIX MoOKasareneil Ha 2,3+2,1 %,
CpemHeCyTOYHOE auacToimdeckoe — Ha 9,7+4,6 %,
p<0,05. Y manueHToB Bcex KIMHUYECKHUX TPYII Ipe-
oOmajana apTepuanbHas TUIIEPTEH3US 3a CUET Aua-
CTOJIMYECKOTO apTEePHAILHOTO JIaBICHHUS, IPEUMYIIIe-
CTBEHHO B HOYHBIE "ach [30].

VY 43,1 % nereli (n=44) cyTOUYHBIN MHJEKC BepHU-
(dunmposacs kak «over-dippers», y 56,9 % nanueH-
ToB (n=58) kak «non-dippers». [lokaszarenu cyTou-
HOTO MoHMTOpupoBaHus AJ] nHpOpPMaTHUBHBI A
JTUATHOCTUKY HayaJbHBIX CKIEPOTUYECKUX M3MEHe-
Huill y manuenToB ¢ [IMP Ha cranuu popMupoBaHus
PH u nna auarsoctuxu nporpeccupoBanus TUIIIT
Ha pasHbIX €ro CTAAUSX y TMAIMEHTOB C peQIIoKc-
Hedpomarueit.

=

Puc. 2. HYacToTa BbiiBNEHUS CUHOPOMA apTepuanbHOM rmnepTeH-
311y naumeHToB ¢ PH Ha pasHbix ctagnax TUMM [30].

Figure 2. The frequency of detection of arterial hypertension in
patients with PH at different stages of TIPP [30].

Hamu nokaszano, 4To 4acToTa apTepHalbHON T'u-
NEPTCH3MH, 10 JIaHHBIM CYTOYHOIO MOHHUTOPHPOBA-
Hus apTrepuanbHoro gasinenus (CMA/L), moctoBepHO
Jare BBIIBIISICTCS Y marueHToB Ha 3—5 cranusax XbII
(100%), na 2 craguu XBbII (48,1 %) mo cpaBHEHUIO
¢ manuentamu 1 craguu XbII (6,7 %, p<0,01) [16].
YacToTa BCTpeYaeMOCTH apTepUalibHON THIIEPTOHUH
ACCOIMUPYET CO CTa)XeM 3a00JIeBaHMS: THIICPTCH-
3usi BeIsiBIeHa y 28,8 % uepe3 1-2 roma ot nebrota
OCHOBHOTO 3abomeBanus, y 68,7 % depes 3—4 roga, y
3,4 % manuenToB Oosiee yem depes S et [16].

Jlokazana ponb GakTopoB pucka B pa3Butiu XbI1
y JeTeii: aHOMaJIbHOE TeUYeHHE TIEPHHATAIILHOTO TIepH-
ofa (HEeZOHOIIEHHOCTh, 3aIep’KKa BHYTPUYTPOOHOTO
pasutus 1uona, 3BYP), recranmonnsiii nuenoned-
PHT H/WIIM 000CTPEHUSI XPOHHYECKOTO MHeoHedpuTa
y Marepu BO BpeMsi OepeMeHHOCTH; 000CTpeHHs pe-
HanpHOM MHbekmu y nereii ¢ TUBIT [16, 30].

B kadectBe MexaHM3Ma cTumynsnuud (Guopore-
He3a paccMarpuBaetcs ¢akrop runokcnu [31]. Taxk,
L.C. Fine u coaBT., HE OTpHIIas 3HAYCHUS aAITHB-
HBIX TEeMOJIMHAMUYECKHX MEXaHH3MOB, TPEIIOKH-
T «TUMTOKCHYECKYI0» THIIOTE3Y, COTJIACHO KOTOPOMH

100

20+ *
10 o)
0 bl :

rMvpP A B C D

Puc. 3. Yactota o6ocTpeHuii peHanbHO MHbEKLMN y AeTel ¢
TWBI [30].

Figure 3. The frequency of exacerbations of renal infection in
children with TIBP [30].

35



ISSN 1561-6274. Hedponorusa. 2019. Tom 23. Ne5

ISSN 1561-6274. Nephrology. 2019. Vol. 23. Ne5

Tabnuua 5 / Table 5

XapakTepucTka aHaMHeCTU4YeCKUX AaHHbIX Y AiAeTe C XPOHMYECKOoW naTtonoruei no4vek [16]
Characterization of anamnestic data in children with chronic kidney disease [19]

[laHHble aHaMHe3a XBIM (n=90) -IK-(I:IBH)I(-'E?? ?nn:psmsa)Ha- p
XpoHuyecknin nuenoHedpuT 1 gpyrme 3abosieBaHme noyvek y matepm 28,8+2,5 8,3+1,2 0,02
HepoHoweHHOCTb 25,1+3,2 14,0+4,0 0,03
XpoHunyeckas BHyTpUyTpobHas rmnokcust naoaa 61,3+1,7 35,2+3,2 0,03
[ecTalUMOHHBIN NenoHedbpuT, 060CTPEHUS XPOHMYECKOrO nNuenoHedpuTa Bo Bpems be- | 20+4,2 9,4+1,9 0,02
PEMEHHOCTM

OcnoxHEHHOe TeveHne 6epemeHHOCTU 1 poos, OPBU B nepBoli nonoBuHe 6epemMeHHoCTH | 85,5%4,7 60,6+2,2 0,03
YacTble OPBU y pebeHka 61,6+2,8 34,4+4 1 0,03
3apep>xka BYPI 32+5,1 7+2.8 0,02
YacTtble peunamBbl peHanbHon nHdekunn y pebeHka 1 nebioT nuenoHedputa B rpyaHom | 88,7+3,9 2,2+1,9 0,02
BO3pacTe

OCHOBHBIM (PaKTOPOM, OIPEEIIAIONIUM TIPOIECCHI
(bubporenesa B IMOYKe, SBISCTCS XPOHHUYECKAs TH-
TTOKCHS.

V¥ Bcex nereti ¢ XbI1 BBISIBICHBI TPU3HAKN HEAM)-
(hepeHIIMPOBAaHHOTO CHHAPOMA COEAMHUTEIbHOTKAH-
voit maucrnaszun (HCCTH), v 77,8 % manneHToB —
BPOX/ICHHBIE aHOMAaJIMF OPTaHOB MOYEBOI CHCTEMBI,
HAaCJICICTBCHHBIC HepomaThu (THITOIIIA3Us TIOYCK,
MMOJIMKUCTO3 ToYeK, 17,1 %) w BHemrHMe aHOMAa-
UM pa3BUTHA: ToTndeckoe Hebo (51,1 %), smmkanT
(43,3 %), nechopmarust mouku ymieit (23,3 %) u apy-
rue [16].

VYV nauueHToB ¢ BHICOKUM PUCKOM pa3BuTusi XbII
JIOCTOBEPHO 4Yallle OTMEYAIOTCA PEIHIUBBI XPOHH-
YECKOTo MueNoHeppruTa 1Mo CPaBHEHUIO C JAETBMHU C
TUIIII 6e3 mpuznakoB XbII (88,7 % mpotus 2,2 %,
p<0,001), mpeobramaroT OCIOKHEHHBIE (OPMEI pe-
HaJTbHOM WH(EKINU, TMPOTEKAIOIMINE C BHICOKOH aK-
TUBHOCTBIO: JIXOpankoil (56,7 % pmereit), mpenmy-
mecTBeHHO (edpmibpnoro tuna (54,9 %); 6o1eBbIM
cuaapomoM (45,1 %) ¢ moxanuzanueil 6omel B Ku-
Bote (60,9 %) mmm moscamunoit obmactu (39,1 %);
TU3ypPUYECKIM CHHAPOMOM (3HYpe3om, 33,3 %) [16].

[Ipn ananmmse (hyHKIIMOHAIBHOTO COCTOSIHHSA TIO-
YeK YCTAHOBJIEHO, YTO JJIsi BCEX IAIMEeHTOB C Ha-
yanpHOM cTaaueit XbII xapakTepHbl HapyllIeHUs Ty-
OysipHBIX (YHKIHMHA TOYEK: THIIePaAMHHOAIHTYpPHUS
(88,8 %, p<0,05), camxenne arumorenesa (63,3 %,
p<0,05) m sxckpenmu ammuaka (42,9 %, p<0,05),
YpOBHS KaHaNbIIeBOI peabcopbunu (57,2 %, p<0,05),
M3MEHEHHE KOHIIEHTPAMOHHON (PYHKIIUH IO TMOKa-
3aTeN0 CHIDKEHUS] OTHOCUTEIHHON MJIOTHOCTH MOYHU
(57,9 %, p<0,05) [16].

CK® xapakrepusyercsi IPOrpecCHPOBaHUEM
gepe3 4-5 meT or mebroTa XPOHWYECKOTO 3a00JieBa-
aus nodek (X3I1) ¢ temmamu cHmwkenns CK®D mo
5,9-6,2 mu/mMuH/TO. B TeueHnne mepBhIX 3 JIET TEM-
mel cHkeHns CK® ocraroTcsi moCcTOBEpHO Oojee
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Hm3kuMu (CK® 2,8-3,4 mu/mun/roxn, p<0,05). V ma-
uneHToB ¢ XbII ycTaHOBIIEHBI MIPSAMbIE KOPPETALINMU
MeX]ly TOKa3aTesIMA KaHAJIBIEBBIX TUCHYHKIUNA U
OCHOBHBIMH TIapamMeTpaMH TPOTPECCHPOBAHUS 3a-
oonesanus — CK® (r=0,252, p<0,05), cyTouHoii mIpo-
teunypueit (r=0,652, p<0,05), ypoBHEM KpeaTHHUHA
ceiBopotkH (r=0,333, p<0,05 ) [16].

[lo maHHBIM KOPPEISAIMOHHOTO aHATN3a BBISBIIC-
Ha BBICOKasg OOpaTHasi CTETEHb KOPPEIALUU MEXIY
KpEaTHHUHOM W OOIIMM OCJIKOM, MOYEBHHOU U 00-
M OEJIKOM; a Tak)Ke KPeaTHHHHOM, MOYEBHHOW U
aTLOyYMIUHOM CHIBOPOTKH KpOBH [16].

YuuteBaroTcsi  dxorpaduyeckue  IOKazaTeNn
CTPYKTYPHOTO COCTOSIHUS TIOYEK Yy TIAIIMEHTOB C PH-
ckoM (OpMHUPOBAHMSI M HaYaIbHBIMH cTagusiMu XbI1:
YMEHBIIIEHHE Pa3MEpPOB MOUYEK, CHIKCHHE TOIUHBI
TIAPEHXVMBI, TTOBBIIIEHIE SXOTCHHOCTH MMapeHXUMBI,
HEYETKOCTh KOPKOBOH W MO3roBoi muddepeHIima-
MW, aCHMMETPHI TIoKa3zarenei [16].

N3menenne mnokazaresneil yibTpa3ByKOBOIO HC-
cienoBanus (Y3U) B pexxuMe MBETHOTO TOMILICPOB-
ckoro kaptupoBanus (LI/IK) y mereit ¢ XbII xapak-
TEePU3YIOTCS aCUMMETPHEH TeMOAMHAMUYECKUX II0-
kazarenei, Tuddy3HsIM 00eTHCHIEM WHTPapeHahb-
HOTO COCYIMCTOTO PUCYHKA 32 CUET YMEHBIICHHS WIIN
OTCYTCTBHUSI MEJIKUX BETBEH CErMEHTApHBIX apTepHid,
TypOyJEHTHOCTH KPOBOTOKA, JOKAIMU PEIKHUX, HC-
TOHYCHHBIX U Je(hOpPMHUPOBAHHBIX COCYIOB [16].

Joxazano, yto y naruenToB ¢ XbII 2 cragun mo
cpasuenuto ¢ XbII 1 cragun BHyTpHITIOYeIHAS TEMO-
JUHAMHKA XapaKTepU3yeTcsl JOCTOBEpHO Ooiiee BbI-
paXeHHbIMU HapyleHusiMu nokazarenent LIJIK: Typ-
OyseHTHOCTH KpoBoTOKa (52,5 m 33,3 COOTBETCTBEH-
HO), aCHMMETPHH T€MOIWHAMHYECKHX TIOKa3aTesen
(52,5 m 33,3 COOTBETCTBCHHO), JIOKAIIUU PEIKUX,
HMCTOHUCHHBIX U NedopMHpOBaHHBIX cocymnoB (34,4
u 12,5 coorBercTBeHHO), MU dy3HOTO OOCTHEHIS
Backyispuzanm (52,5 u 33,3 cooTBeTCTBEHHO) [16].
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V¥ nammentoB ¢ XbII o cpaBue- 25
HUIO ¢ JeTbMu Oe3 mpu3HakoB XbBII
BBISIBJICHO JIOCTOBEPHO Yallle CHH-

JKEHUE CKOPOCTHBIX IOKa3aTesel 1o
pe3yJpTaraM MMILYJIbCHOM JOIILIe-

porpapun (MakCHMaubHas CHCTO- .

JMYecKas CKOPOCTh, MUHUMaJbHAs
JTMACTOJINYECKast CKOPOCTD).
BeisiBrieHBI  JOCTOBEpPHBIE pa3- 1o

22,9*
2,3 -4-vd
& Vs
20 AR ||
—-Pj
17,09 < S
3,99*
10,64*

€10.33"

JIMYHSA TOoKa3arejied CUCTOINYECKOMN
CKOPOCTH KPOBOTOKA y TMAIMCHTOB
¢ XbII u 6e3 npusznakoB XbII. [lo 5

5,95*

Mmepe mnporpeccupoBanus XbII or-
MeUaeTcsl CHIDKEHHE IToKaszaresei

CHUCTOJIMYECKOW CKOPOCTH KpOBO-
toka (Vs) y marmentoB ¢ XbII 3-5
craguu 1o cpaBHeHuio ¢ XbIT 1-2
craauu. JlokazaHo, 4YTO IO MeEpe
nporpeccupoBanusa XbII ormevaer-
Csl HapylIeHHe BHYTPUIIOYEUHOI Te-
MOJIMHAMUKH, XapaKTepU3YyIOIIeecs] 3HAYUTEIbHBIM
CHIDKEHMEM TOKa3aTesed IMacTOJMYeCKON CKOopo-
ctu kpoBoroka (Vd) y manuentoB 1-2 craauu XBI1
o cpaBHeHuto ¢ nanuentamu ¢ TUIIII 6e3 npusna-
xoB XBII (7,4+0,08, 5,6+0,05 u 9,33+0,28, coot-
BeTcTBeHHO, P<0,05). Ilo Mepe mporpeccupoBaHms
XBII (3—4 cTtagun) oTMeyaeTcsi CHUKEHHE MoKa3aTe-
Jeit nuacToauvecKkoi ckopoctu kpoBotoka (Vd) mo
5,2+0,05, p<0,05 [16].

OTCcyTCTBHE 3HAYMMBIX CTAaTUCTHYECKHUX pas-
JUYMN TIoKa3aressl MHIekca pe3ucTuBHOCTH (Ri) y
nmanueHToB 0e3 mpusHakoB XbBII u y manueHToB Ha
1-2 craguu XBI1 noka3biBaeT HU3KYO HHGOPMATHB-
HOCTH JJAHHOTO ITOKa3aTels JJIs paHHEeH TUarHoCTH-
KM HavajabHBIX cTaguii XBII.

ITo mepe mporpeccuposanus XBII ormedaercs
YBEJIIMYEHHE CHUCTOJOANACTOIMYECKOTO COOTHOIIIe-
Hus (S/D), 4TO TO3BONSET WCIOJIL30BAThH JIaHHBIH
MoKa3aTesb JJIs paHHed JAMarHOCTUKH, a TaKkkKe Ui
MpOrHo3upoBanus mnporpeccuposanus XbII y ne-
teit (marent Ne 2478210 ot 27.10.2011 r. «Croco6

PHA PHB

Puc. 4. MokasaTtenu gonnneporpadum cocynos noyek y neteii c MTMP 6e3 nprusHakos
Hedpockneposa n ¢ TUBM [30]. *p<0,05, **p>0,05.
Figure 4. Indicators of Doppler blood vessels of the kidneys in children with MTCT
without signs of nephrosclerosis and with TIBP [30].

JIMaTHOCTHKYU pedurokc-HedpomaTun A y nereit ¢
My3BIPHO-MOYETOYHUKOBBIM peduitokcom») [16].

ITo mepe mporpeccupoBanust XbII y nereit orme-
yaeTcsl JajgbHEHIee HapylIeHHE BHYTPUIIOYCUHOM
TeMOIMHAMHUKH, XapaKTepHU3YIOLIeecs] CHUKEHHEM
BHYTPUIIOYEYHOTO  KPOBOTOKA, IOATBEP)KIAEMOE
CHIDKEHUEM TI0Ka3aTeNlell CHCTOIMYECKOW CKOpOCTH
KpoBoTOKa (Vs), THACTOIMYECKON CKOPOCTU KpPOBO-
Toka (Vd), yBennyeHueM CHCTOJIOANACTOINYECKOTO
cootHomienus (S/D) [16].

Pa3zpaboTtan anropuT™M IUArHOCTHKU HAYalIbHBIX
CTaINH XPOHUYECKOW OOJIC3HU ITOYEK Y JIETSH rPyIIIbI
pucka o XbI1 u gereii ¢ maronoruei mouek 6e3 npu-
3nakoB XbBII (Tabi. 6) ¢ mpeaBapuUTEeILHBIM 0TOOPOM
AHAMHECTUYECKHUX U KIIMHUKO-TIAPAKITUHUYCCKUX T10-
Kaszaresuei.

OOuenpu3HaHo, YTO OJHUM U3 MEXaHU3MOB IPO-
rPecCCUpPOBaHUsl TOYCYHBIX 3a00JICBAHUI SBISIETCS
HapylICHUE BHYTPUIIOUCUHON TeMOIUHAMUKH C Pa3-
BUTHEM BHYTPUKIYOOYKOBOW THIIEPTCH3UU M TH-
nepuIBTpaIK, KOTOPBIC PUBOJIAT K YBEITHUCHUIO

Tabnuua 6 / Table 6

MauneHTbl, Melowme Bbicokui puck XBIM [19]
Patients at high risk for CKD [19]

- PekoHBanecueHThbI reMoIMTUKO-ypemMmn4eckoro CMHapoma;

- C BPOXAOEHHBIMW 1 HACNeACTBEHHbIMU HedponaTusaMmn (HacneaCTBEHHbI HeDpuUT;
- Tybynonatum; NoANKMCTO3 NMOYEK; MMnoriasns noyek; MmodyekameHHas 6051e3Hb, OCIOXXHEHHasi peHanbHOM NHbeKUMen u opyrme)

- BpoxaeHHble aHoManuu pa3BuTrS OPraHoB MOYEBOW CUCTEMBI C HapylweHneM ypoanHaMunkm; OCnoXxXHeHHble nmenoHedpuTom

- [leTn, nepeHecLune 0CTPOoe NoBpexXaeHMe noyek

- MauneHTbl c nporpeccunpyrowmnm tTed4eHnemMm XpoHn4eCckoro rn0Mepyn0Hed)pv|Ta, aATUMNNHYHOI o OCTPOro rnomepyHOHecbpMTa, XPOHU-

4ecKoro nuenoHedpuTa n pednokc-HedpponaTnm

- [leTn-pekoHBanecLeHTbl MOCTBACKYIMTHOIro HedpuTa

- MaumeHTsl ¢ ArabeTnyeckon HedponaTmeit, nopaxeHnem noyek Npu ANddy3HbIX 6ONE3HSAX COEAMHUTENBHON TKaHN
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MIPOHHUIIAEMOCTH 0a3abHBIX MeMOpaH KamuuIIpOB
KJIYOOYKOB M TIOMEpyaockiaeposy [32]. Amanranu-
OHHbIE TEMOJJUHAMUYECKHE CIBUTH BIEKYT 3a COOOM
LIeNb B3aMMOCBS3aHHBIX W3MEHEHHUH, TaKMX Kak Ha-
MpsDKEHUE U HATSHKEHHE CTEHKH KaUISIPOB KITy0od-
Ka, HapylIeHHe ee LEIOCTHOCTH U MPOHHUIIAEMOCTH,
(hopmupoBaHre MHKPOTPOMOOB M MHKPOAHEBPHU3M.
OTH U3MEHEHUS COTPOBOKAAIOTCS qucQyHKINEH FH-
JOTENHNA, TOBPEKICHUEM TIIOMEPYIISIPHOTO SITUTENHA,
orojeHneM Oa3zanbHOI MeMmOpanbl. Kak crencrtsue,
BO3HHUKAET TPAHCCYIAIMs MaKPOMOJIEKYII, BHIXOJ] KO-
TOPBIX B ME3aHTUH U MOJIOCTH Karcynsl LIlymstHcko-
ro—boyMeHa IpUBOAUT K Tieperpy3ke U JucyHKIny,
COOTBETCTBEHHO, ME3aHTHAILHBIX KJIETOK U KaHallb-
[IEBOTO DIUTENIUS C TOBBIIICHHONW BBIPAOOTKON IH-
TOKHHOB U (PAaKTOPOB pOCTa, YTO, B KOHEUHOM CYETE,
3aBepmaercss GOPMUPOBAHUEM TIIOMEPYJIOCKIEpO3a
1 TyOyJIOMHTEPCTHIIMAIHHOTO.

Wnunmunpyromue  QaxkTtopbl,  ONpeesiomme
dhopmupoBanue HedpoCKIEpo3a: MPOTCHHYPUs, ap-
TepuajgbHasi TUIEPTEH3UsI C HapylIeHHeM oOuie u
JIOKaJIbHOW MTOYE€YHON reMOJAMHAMUKH, UIIIEMUS U Ha-
PYUICHUS] HOPMATBHOTO (PyHKIIMOHUPOBAHUS DHIOTE-
nmuanpHOTro O6apbepa [30].

[TaTorenernueckue (akToOpsl pa3BUTHE IOYEH-
HOTO TIOPAKEHHS BBI3BIBAIOT TE€MOIMHAMHYECKHE
3¢ deKTl  PEHHH-aHTMOTEH3MH-aJIb/I0CTCPOHOBOU
cucteMbl. OCHOBOIIONATAIOIMAsl POJIb MPUHAIICKUAT
CTUMYJISLIMM €€ MeAuaTopaMu AaHTHOTeH3UHOM-2,
TUIEPIPOIYKIIEH MPOCKIEPOTHIECKIX OHOJIoTHYe-
CK{ aKTHBHBIX BEIIECTB: Ba30aKTUBHBIX CYOCTaHLIMH
C MOpakeHWEM HHJOTENHS, TAaKUX KaK dHAOTEeITHH-1
(O1-1); Tpombokcan A2 u np.; (GakTOpoB pocra
[Tpanchopmupyrommii pakrop pocra-f, (TPP-B,) —
KJIt04eBOH (hakrop (HOpPMUPOBAHUS CKICPO3a, TPOM-
OoruTapHelid (akTop pocta, GakTop pocra (GUOpo-
0nacToB, WMHCYJIMHONONOOHBIM (pakTop pocta-1 u
Ip.]; PHIOTENINA3aBUCUMOTO 3BEHA TeMocTa3a [WH-
rubutop aktuBaropa IuiasmuHoreHa-1 (ITAU-1)];
Mosiekyn kietounoi anresuun (VCAM-1, ICAM-1,
E-cenextun u 1p.); XeMOTakcH4eCcKux (pakTopos, Ta-
KHX KaK MOHOIIUTAPHBIA XeMOATTPaKTUBHBIN MpoTe-
nH-1 (MXTI-1) [31, 32].

AHTHOTEH3MH-2 WHIYLUpPYET 3aBHCHMBIE OT Hy-
kneapHoro ¢axropa kanma-f3 (HOk-B) «3anporpam-
MHUPOBaHHBICY» TpoirdepaTuBHbIE W (UOPUHOTEH-
HbIE KacKaJbl B TOYEYHOM ME3aHTUH M HHTEPCTHUIIHH,
YCUJIMBAET MHTPALMI0 3HJOTEIHOIMTOB, a TaKXkKe
[JIaIKOMBIIIEYHBIX KJIETOK COCYJOB, BBI3bIBACT I'H-
NEepTPOPHIO U TUIIEPIIA3UI0 ME3aHTHOIIUTOB [33].

B nocnennee necaruieTre MIMPOKO 00CYKAAETCS
pOJb IUTOKMHOB M (PaKTOPOB POCTa B MEXaHU3Max
MIporpeccupoBaHms 3a00eBaHMI MTOYEK.
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[IMTOKMHBI UIMMYHHOM CHUCTEMBbI CUHTE3UPYIOTCS
B IIpOLIECCe peau3alliid MEXaHU3MOB €CTECTBEHHO-
r0 WIH CHEeUU(PUIECKOT0 UMMYHHUTETA; MPOSBISIOT
CBOIO aKTHBHOCTH NP OYEHb HU3KUX KOHIIEHTpAIH-
ax (mopsiaka 10—11 MMoIB/J); ciykar MeauaTopamMmu
MMMYHHOM M BOCIHAJIUTEIBHON peaKiuii 1 0671a1atoT
AyTOKPUHHOM, ITAPAKPUHHON U SHJOKPHUHHON AKTUB-
HOCTBIO; JICWCTBYIOT KaK (hakTOphl pocTa U (HaKTOphI
TUQQEepPeHIIUPOBKH KIETOK (IPU 3TOM BBI3BIBAIOT
MIPEUMYIIECTBEHHO ME/JIEHHBIE KJIIETOYHbIE PEAKIINH,
TpeOyIolue CHHTE3a HOBBIX OCJIKOB); 00pa3yroT pe-
TYJIATOPHYIO CE€Th, B KOTOPOW OTJIENbHBIE IEMEHTHI
001a1a10T CHHEPTUYECKUM WJIM aHTarOHUCTHYECKUM
JeicTBUeM; O0JIaIaloT TUICHOTPONHOM (TIoNM(yHK-
IIHOHAJILHON) aKTHBHOCTBIO.

uTOKMHBI UMMYHHOW CUCTEMBI YCIOBHO TOJIpa3-
JIETSIFOT Ha 4 TPYNIBL TeMONOdTHYCCKHE (DaKTOphI
(CSF-G, -M, -GM, WJI-3 u WUJI-7, 3puTpOnosTHH)
— CTUMYJATOPBI POCTAa U CO3PEBAHUS HE3PEINBIX KPO-
BETBOPHBIX KIIETOK. PerynsTtopsl eCTeCTBEHHOTO MM-
MYHHUTETa — MPOBOCTIaUTENbHbIe TUTOKUHBI (UJI-1 1
NnJI-6, ®HO-0, xemokunsl — NJI-8, MCP-1, RANTES
u ap.). OHM yyacTBYIOT B Hecrelu(pUIecKkor 3anmTe
opranmsMa OT OaKkTepHalbHBIX M BUPYCHBIX MH(EK-
1uil. X OCHOBHBIMM MHUIICHSMH SIBJISIOTCS KIJIETKH-
¢aronuTel — Makpodaru u rpaHyIonuThl. L{IUTOKUHEL,
perynupyronme crenuduiyeckue UMMYHHBIC peak-
i (UJI1-2 u WJI-4, tpanchopmupyrommii Gpakrop
pocra-f, TOP-B) u np. T 6€7IKM yHacTBYIOT B aKTH-
BallMHU, pocte U AupPepeHIIUPOBKE 3peIbIX JTUMPO-
IUTOB. LIUTOKMHBI, peTyaupyIOIIie BOCHaINTEIbHbIC
peaxIy, pa3BUBAIOIIMECS B Ipolecce creruduye-
ckoro uMMyHHoOro oteeta — INF-y, nmumdorokcuH,
WJI-5, MJI-10 u ap. X ocHOBHast QyHKIUS — aKTH-
Banms Hecrieuduaeckux dPPeKTOPHBIX KIETOK: 1HU-
TOTOKCUYECKHX Makpo(]aroB M €CTECTBEHHBIX KHJI-
nepoB. K ckiIepo3upyrouM MUTOKMHAM OTHOCHTCS
T®P-B. On oOmagaer XeMOTaKCHYECKOH aKTHBHO-
CTBIO 11 MOHOIIUTOB T-THMM(OIUTOB, HEUTPODUIOB
u ¢ubpobnactos; nonasinsier npoxykuuto WMJI-2, 3a-
BUCHMYIO niposndepanuio T-muMpOoInToB U KCIpec-
cuto perentopa mis WJI-2; momaBiseT MPOXyKIIUIO
MMMYHOTJIOOYJIMHOB 32 UCKIIIoueHneM IgA (ToBbImia-
eTCsl); CTUMYJIUPYET MPOAYKIMIO IIUTOKMHOB MOHO-
UTaMU U TIOJaBJICHHE aKTUBHOCTH KJIETOK TI0 Mepe
WX CO3PEBaHMs; MOJABISIET MPONUQEpalnio dIHTe-
JIMOIIUTOB, SHJIOTENHONHUTOB, (GudpodiacToB, T- u
B-nmuMo1nuToB; oka3piBaeT JBOWCTBEHHOE JICHCTBHE
Ha ME3aHTHOIMTHI (B HU3KUX KOHIIEHTPALMAX — MUTO-
TEHHOE, B BBICOKHX — ITOMABIISIONIEE), CIIOCOOCTBYET
CHUHTE3y M MeTaboJIM3My BHEKJIETOYHOTO MAaTpPUKCa;
TMIOBBIIIAET MPOAYKIINIO OeTKOB MaTpuKca (KoJjulareHa
Y TIPOTEOTMKAHOB), CHUKAET Pe30pOIMI0 MaTpHKCa,
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XpoHuuyeckoe 3aboneBaHue NoYeK: HanM4Me NPU3HaKoOB U3MEHEHUN
NnoYeK M UX NepcucTeHuusi B TeueHne 3 mecsiueB u 6onee
He3aBMCUMO OT HO30JI0FMYECKOW CTPYKTYpbl 3a6orneBaHus

/\

AHanus aHaMHECTUYECKUX U
KMUHUKO-NapaknuHUYECKNX
hakTOpOB NOBPEXAEHUS NOYEK

AHanus CTPYKTYPHbIX N3MEHEHUI NoYeK
no sxorpa(t)wquKMM napameTpam u
nokazarendam BHyTpI/IrIOLIeLIHOIh remogmHamMmunkm

! —

MpucyTcTBYIOT e— OTcyTeTBYIOT

CK® nokasatenu cyHKUMM KaHanbLUeB (aungoamMmmMoHMOreHes v ap.)

P e

CK®d > 91 mn/Mun/1,73 M2,
He HapylLeH aLu10aMMOHIOreHes

|

XBIN HeT

v

Ipynna pucka no XBI1

A

MOHUTOPUHI XBnN

CK® cHmxeHa < 89 mn/MuH/1,73 M2,
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Puc. 5. AnroputmM AnMarHoCTUKN XPOHNYECKON B60Ne3HM NoYeK y AeTei.
Figure 5. Algorithm for the diagnosis of chronic kidney disease in children.

MOBBIIACT NPOAYKIHUIO MHTETPUHOB, HeOGXO}lI/IMI)IX
JUTSI B3aUMOJICHCTBHSI KJIETOK M MaTpukca [30].

Co0cTBeHHbIE JaHHbIE

C ICJIBIO ONTUMH3AIUU TUATHOCTUKU U IIPOTHO-
3MpPOBAHUSA TEUEHUS TyOyJIOWHTEPCTUIIHMAIBLHOTO TO-
pakeHus TMoyek y nereil ¢ pedurokc-HedponaTren
MIPOBEJICHO CPABHUTEILHOE ONPEICICHHE CYTOYHOMN
9KCKPEIMH C MOYOW IIMTOKMHOB M (DaKTOPOB poCTa
y MaIMEeHTOB C ITy3bIPHO-MOYETOYHHKOBBIM PeQIIOK-
coM u pedrarokc-HedpomaTueld Ha pa3HbIX CTATUIX
(dhopmuposanust Heppockiepoza [30]. Ompenene-
HUC IUTOKMHOB U (PAKTOPOB pPOCTAa IMPOBOIUIOCH

METOIOM HMMYyHO(pepMeHTHOro aHanu3a. OrleHeH
YPOBEHb CYTOYHOM IKCKPEIMU C MOYOW LIUTOKUHOB:
WJI-1, NJ1-6, NJI1-8, NJI-10; pakropos pocra: ¢akro-
pa Hekpo3za omyxomnu-o (PHO-a) u Tpanchopmupyro-
mero ¢gakropa pocra-f (TOP-B) [31, 32].

[lpu cpaBHEHHU pE3yNBTATOB CYTOYHOW DKCKpe-
UM C MOYOH ITUTOKUHOB 1 (DaKTOPOB pOCTA MAIMEH-
toB ¢ [IMP 6e3 npusHakoB Hedpockiepos3a u JAeTel
¢ peduitokc-Hedponarueii Ha pasHbix craausx TUTITT
YCTaHOBJICHBI CYIIECTBEHHBIC PA3IMYMs YKCKPEIUH
UHTEPJIECHKNHOB y IALMEHTOB BCEX CPAaBHHUBACMBIX

rpymi (puc. 5).
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ITokazanel  CyIIECTBEHHBIC 50
pasnuuus  CyTOYHOH  DKCKpe- 45 & V-1
LMK C MOYOH HHTepiielKknHa-1 Inﬂg
y nereii ¢ [IMP Ge3 npusHakoB 40 e UN-10
He(poCcKIepo3a U y MalHeHTOB —*- ®HO-a
p P y matt 35 -8 TOP-B

_A45,97*

/

Ha pasHbIX CTaAuAX MPOTrpeCcCu-

poBanus pedirokc-HeGpomnaTuu. 30
[To mepe dpopmuporanus TUIIIT

nr/mn

28,9¢
—425.39"

\

25
MIPOUCXOAUT CHMHIKCHUC CYTOY-

HOM 3Kckpennu ¢ Mouoit MJI-1.
Tak, y mauuentoB ¢ IIMP 6e3

18,23
//0.16,18*

NPU3HAKOB  CKJICPO3MPOBAHUSI
TyOyJIO-UHTEPCTUIIUATLHON TKa-
HH T0YEK YpPOBEHb CYTOUYHOIl

521*

skckpernu ¢ movoit MJI-1 co-
crasun 17,09 £+ 0,29 or/mi, B TO 0

BpeMsl KaK y OOJIbHBIX C Ha4dallb- nvp
weivu nipusHakamu TUIIIT (PH
A) on 6611 8,53 + 0,32 nir/mut. o
mepe nporpeccupoBanus THUIIIT

MMPOUCXOOUT YBCINYCHUC CYTOY-

PHA PHB PHC PHD

Puc. 6. JyHamMmumka CyTOYHOM SKCKPeLym C MOYOW LMTOKMHOB 1 HaKTOPOB pocTay NauMeHToB
¢ NMMP n PH Ha pasHbix ctagusax TUMM [30]. *p<0,05.

Figure 6. Dynamics of daily urinary excretion of cytokines and growth factors in patients with
MUR and PH at different stages of TIPP [30].

19,69%

12,27T%

3.96%

HOH sKcKkpenuu ¢ modou UJI-1, 50,00%
coctasysis y nereit ¢ PH D 25,39 45.00 46,31%
+ 0,42 ur/mn [30]. ’
OmnpezeneHs! pojib U 3aKOHO- 40,00
MEPHOCTH HPOIYKLIMH H 9KCKPe- 45 o
UM C MOYOW MPOBOCIIAIHUTEIb-
HeIX nutokuHos (MJI-1, UJI-6,  30.00
NJI-8), ®HO-a, mpoTuBOBOCHA- 25 00
JuTeNnbHoro murokuHa MJI-10,
npockieporudeckoro TOP-f y 20,001
MAIMEHTOB TPH (POPMUPOBAHUK 15,00
n nporpeccuposanun  THUIIIL. 10.00
VCTaHOBICHO  MAaTOreHeTHYe- '
CKOE 3HaueHHWEe HapymeHud nH- 500
TpapeHAJIbHON T'eMOIMHAMUKY B 0,00

e

WHUALAALAA U TNPOTrPeCcCcUpoBa-
aum TUIIIT [30].

DopMuUpOBaHHE U NIPOrpec-
cuposanue XBII xapakrepu-
3yercs [30]:

* [I03TaNHbIM YBEIHMYEHUEM IPOLYKIMH IIPOBOCIIA-
JIUTENTBHBIX ¥ CKIEPO3UPYIOIINX IIMTOKMHOB U (aKTo-
POB POCTa ¢ OIHOBPEMEHHBIM CHHXEHHEM IPOTUBO-
BOCTIQJIUTENILHBIX ITATOKIHOB,

* OaxTepuanbHbM BocianenneM TUTII npu dop-
mupoBanuu PH (A, B, C, D) y nereii ¢ [IMP npu na-
PYLIECHUH YPOIUHAMUKH;

* TIO9TAHBIM CHI)KEHHUEM BHYTPUIIOUEYHOHN reMo-
TUHAMUKH;

* [I0ATAIIHBIM HAPACTAHUEM apTEepUaIbHOU IUIep-
TEH3UH;

* [I03TAIlHbIM HApaCTaHUEM IPOTEUHYPHUH, B TOM

40

T T
MMMyHOHOFquCKMe [emoanHaumnyeckve

T
KnuHuko-

napaknMHu4eckne

T
HacrnencteeHHble  YpoauHammyeckie

Puc. 7. Bknap npeavkTopos B nporpeccuposaHune TUBIM y pnetein [30].
Figure 7. Contribution of predictors to the progression of TIBP in children [30].

yuciie MAY;

* [IOATAlHBIM HApACTaHUEM CKJIEPOTUYECKUX H3-
menenuit TUTII;

* TIOJTAIMTHBIM CHIDKEHHEM (DyHKIIMOHATBHBIX TIO-
Ka3aresel Mmoyexk.

Ha ocHOBaHMM yCTaHOBJIEHHBIX 3aKOHOMEpPHO-
cTell pa3pabOoTaHbl NOMOJHUTEIBHBIC CTPYKTYpPHBIC
1 (QyHKIIMOHAIBHBIE KPUTCPUH pPAaHHEH IHMArHOCTH-
ku TUIIIT u ero mporpeccupoBaHusi ¥ pa3paboTaH
anroput™ panHed guarHoctuku TUDBIL y nereit Ha
OCHOBaHUM JIOKa3aHHBIX 3aKOHOMEPHOCTEH (opmu-
posanus TUIIII [30].
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Jloka3aHO CHM)KEHHE CYTOYHOH 3KCKPELMH C MO-
yorr WJI-1 o mepe popmuposanuss TUIIIL y nereit
¢ [IMP, yBenuueHne CyTOYHON 3KCKPELIMH C MOYOU
WJI-1 mo mepe nporpeccuposanus TUIIIL y gereii ¢
PH [30].

[To pesynbraram uccienoBanus chopMyaIupoBaHa
Hay4YHO OOOCHOBAaHHAs TMATOTEHETUYECKash KOHIICTI-
must popmuposanuss TUBII ¢ y4yactuem KIMHUKO-
MapaKkJIMHUYECKAX, AHAMHECTUYECKHUX, MUMMYHOJO-
TUYECKUX, T€MOANHAMUYECKUX, YPOIUHAMUYECKHUX,
OakrepuanbHbix haktopos [30].

YCTaHOBJIEHB! pa3iu4Msi CYTOYHOM 3KCKPELMH
¢ mouoii MJI-6 y nereit ¢ [IMP Ge3 npu3HakoB He-
(dbpockneposa u manuentoB ¢ PH Ha pa3HbIX cTagu-
sx TUII. [lpu ¢dopMupoOBaHHU CKIEPOTHUECKUX
n3MEHEeHU B noukax y gereit ¢ IIMP npoucxonut
yBenudyenue mnpoaykuuu MJI-6, uro nokaspiBaercs
pe3yabraraMu CyTOYHOM SKCKPEIUU C MOYOH 3TOro
uHTeprneiikuna y aereit ¢ [IMP (9,52 + 0,1 nr/mn) u
PH A (10,04 + 0,08 rir/mu). [To Mepe nporpeccupoBa-
uaus TUIIII goxazano yBenuueHue nponykmuu NJI-6
y nanuenTos ¢ PH .

[oxkazano, uro nipu popmuposanun TUTIIII, Tak u
10 Mepe nporpeccupoBanus y nereit ¢ PH ormedaer-
Cs1 yBEJIMUEHUE IPOAYKIIMH U SIKCKPELMU B CYTOUHOM
o6weme moun NJI-6 [30]. HaMu BBISBICHBI pa3Tudus
B CYTOUHOM dKckpenmu ¢ Modoir NJI-8 y marmeHToB
¢ IIMP 6e3 mpu3HakoB HEPPOCKIEpO3a U y JAETEH C
PH na pasnbix cragus TUIIIIL. YcranosnaeHo, uTo y
neteit u3 rpynmsl ¢ [IMP 6e3 nmpu3HakoB HEPpOCKIIe-
po3a ypoBeHb CYTOYHOM 3KcKperuu ¢ mMouoir MJI-8
obu1 Hwke (14,38 £ 0,49 nr/mut), 4eM y MalueHToB
¢ HavanbHbIMH Tpu3Hakamu THUIIIT (PH A — 16,55
+ 0,78 nr/mm). TTo mepe nporpeccuposanust TUIII,
YTO COOTBETCTBYET cTaausM PH, ycTaHOBIEHO Jaib-
Heillllee yBEIMYeHUE CYyTOYHOM IKCKPEIUU ¢ MOYOi
NIJI-8.

[To mepe popMupoBaHusi, a 3aTeM U MPOTPECCHPO-
Banus TUIIII y nereit ¢ IIMP u Ha pa3HbIxX cTaausx
PH ormeuaercst yBeJIMueHUE CYTOUHOM AKCKPEIUU C
mouon MJI-8 [30].

BrIsIBIIEHBI J1OCTOBEpHBIE CTAaTUCTHYECKUE pa3-
YU MoKa3arejaeld CyTOYHOM SKCKpPEelUU ¢ MOYOi
WJI-10 y manuenToB ¢ [IMP 6e3 npusnaxkoB TUIIIT u
y nanueHToB ¢ PH Ha pa3HbIX cTaidsIX Mporpeccupo-
Banus TUIIII [30].

[Tokazano, 4uro mo Mepe GOPMUPOBAHHS CKIEPO-
TUYECKUX NU3MEHEHMI B MOoYKax y nanueHTos ¢ IIMP
MPOUCXOAUT YBEJIIMYEHUE MPOLYKIUHU U 3KCKPELUU C
mouoii MJI-10. Taxk, y gereit ¢ [IMP ypoBeHs cyTou-
HOM akckperuu ¢ Mouoit MJI-10 coctasmsan 11,98 +
0,24 /M7, B TO BpeMs Kak y manueHToB ¢ PH A, 1. e.
HaganbHOU craguedt TUIIII, on cocraBmsn 19,23 +

0,32 nr/mn. TTo mepe nporpeccupoBanust TUIIIT ot-
Meyajoch CHUKEHNE IKCKPELUU B CYTOYHOM 00beMe
mouun WNJI-10.

BrisiBieHO yBEIMYEHUE CYTOYHOM IKCKPELUH C
mouoit DHO-a kak mo mepe Gopmuposanust TUTIIT
y nereil ¢ IIMP, Tak 1 1o Mepe nporpeccupoBaHus
TUIIII y manmentos ¢ PH [30].

YCTaHOBNEHBI PA3NUYMS CYTOYHOM AKCKpEUHu
¢ Mouoil Tpanchopmupyromero (axkropa pocra-f3
(T®P-B) y nmereit ¢ IIMP 6e3 npuznakos TUIIII u
nanreHToB ¢ PH Ha pasHbIX cTagusx mporpeccupo-
Banus TUIIIIL Ilpu dopmupoBanuu TUIIII y nereit
¢ [IMP npoucxoaut yBenuuenue npogykunu TOP-,
YTO JOKa3bIBACTCS Pe3yJabTaTaMH CYTOYHOM IKCKpe-
LMY ¢ MOYOi dakTopa pocta y nereit ¢ [IMP (7,62 +
0,25 nr/mn) u PH A (8,57 + 0,34 nr/mn). [1o mepe
nporpeccupoBanuss TUIIIT nokazaHo yBelnueHHe
nponykiuu TOP-B y mammentos ¢ PH [30].

B pesynbrare npoBeeHHOTO HCCIeIOBAHNS HAaMU
JIOKa3aH pa3HOHAINPABIICHHBIA XapakTep SKCKpeluu
IUTOKUHOB | (akTopoB pocra y netei ¢ TUIIII.

[Mpu dpopmupoBannn TUIIIT npoucxonut yBenu-
YeHHEe TMPOAYKLIMU W SKCKPEIMHM TAKMX LUTOKHMHOB
kak WJI-10, UJI-6, NJI-8, dakropoB pocta: PHO-a,
T®P-f. B 10 ke BpeMs1, yCTaHOBIIEHO CHU)KEHHUE BBI-
paboTku u skckpennu ¢ mouoit MJI-1 . Ilpu nmporpec-
cupoBanuu TUIIII mpoucxomuT yBenMYEHHE IMPO-
IyKIIAA W SKCKpenuu muTokuHoB kak MJI-1, NJI-6,
WJI-8, tak u dakropoB pocra: PHO-a, TOP-f npu
CHIDKEHHUH BBIPaOOTKH 1 3KcKkpenuu ¢ Moyoit MJI-10.

AHanmu3 CyTOYHOU HKCKPEIUU C MOYOU ITUTOKH-
o (MJI-1, NJI-6, NJI-8, NJI-10) u dakropoB pocta
(PHO-0, TOP-B) cBumeTeTLCTBYET 0 IpeodIagaHul
MIPOAYKIIUHU U KCKPELUH TPOBOCTIAIUTEIbHBIX, IPO-
CKJIEPOTUYECKUX IUTOKMHOB M (haKTOPOB pocTa Hall
MIPOTHUBOBOCHAIUTENBHBIMHE, YTO TTOATBEPKIACT Mpe-
BaJMpoBaHue Tporecca GudporeHesa HaJ BocIame-
HueM 1o mepe nporpeccuposanus TUIIII [30].

Hapymenue ypoauHaMuK{ — SBJSIETCS  HEUM-
MYHHBIM ()AaKTOPOM HHUIMAIMH WHTECPCTUINAIb-
HOTO MoBpexJeHus nouek y gereil ¢ IIMP u ne
aBisieTcsl (HaKTOpOM TIPOrpeccHpoBaHus TyOyIo-
WHTEPCTUIIMAIFHOTO TIOPaKEHHs TOYeK y JeTel ¢
peduitokc-Hedponatueld (BKJIaJ B HPOIPECCHUpOBa-
Hue — 3,9 %) [30].

[IpornozupoBanue HWHUIMAIMA  HHTEPCTULHU-
allbHOTO TIOBPEXAEHUS MoyeK y nainueHtoB ¢ [IMP
OCHOBBIBAaeTCS Ha UCTIOIH30BAHNU KOMILIEKCA UMMY-
HOJIOTHYECKHX, T€MOJIMHAMHYECKHX (DaKTOpoB, IO-
3BOJIIOIIMX C BEPOSTHOCTHIO 94 % mporHo3mpoBarh
paszButue peduokc-uepponarun [30].

Benyuryio poib B pa3BUTHH  CKIEPOTHYECKHUX
MPOIIECCOB OTBOMAT TpaHCHOPMUpYIOHIEMY (aKTopy
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pocta (TOP-P,), KOTOPHIi ABISAETCS MOTCHIUATBHBIM
9H/JIOT€HHBIM WHTHOHUTOPOM pOCTa ME3aHTHaJIbHBIX
KJIETOK (B BBICOKHMX KOHIIGHTPAIHUAX) U CTUMYIATO-
POM CHHTE3a OCHOBHBIX KOMIOHEHTOB JDL[M (koi-
nareHa, GUOpOHEKTHHA, TPOTeoruKkaHoB). OH CTH-
MYJIHApYeT TPUOOpETeHUE MOJOIUTaMU (EHOTHUIA
(bubpolbiacToB, IpHU KOTOPOM OHHU TEPSIOT MApPKEPHI
T epeHIUPOBKH U de nOVO IKCIIPECCUPYIOT Tal-
KOMBIIICYHBIH akTUH anbda (a-SMA). Ha skcrniepu-
MEHTAJbHBIX MOAEIAX OBLIO MTOKa3aHO, YTO B HU3KHUX
nozax TOP-B, uarubupyer poct u auddepeHurpos-
Ky TIOZIOIIUTOB, B TO BPeMsI KaK B BBICOKHX /103X BbI-
3BIBACT UX TUOECIb ITyTeM amonTo3a [32].

DHnoTtenuH-1 — caMbIii MOITHBIA Ba30KOHCTPHUK-
Top. CHUIBHEWIIUMH CTUMYyJaMH cHHTe3a OT-1 fB-
JISIIOTCSL THIOKCHUS, THIIEPXOJIECTepUHEMHUs, THIIep-
[JIMKeMHUSL, O)KHpPEHHE, TIPOKOATYJISHTHBIE MEHATOPBI
(TpoMOuH), (hakTOpBl pocTa, aAre3uBHBIE MOJIEKYITBI
(VCAM-1, ICAM-1) u ap. [33].

Hapsiny ¢ BeIpa)keHHBIM COCYHOCYKMUBAIOIINM U
MHTOTEHHBIM JeHCTBUEM, DT-1 HHAYIHPYET 00pa3o-
BaHHE OENKOB HKCTPALEIUTIONIAPHOTO MaTPUKCa, CTH-
MYJHPYET CUHTE3 HHTHOUTOPOB MaTPUKCAETPATUPY-
ronux 0eKoB MUOPHOpOOIaCTaMH, @ TAKKE MPOJIH-
(bepanrio AMUTETNATBHBIX KIETOK U (puOpoOIacTos.
Kpowme Toro, 91-1 cTumynupyet aare3nto HeUTpodu-
JIOB M arperanunio TPOMOOIIUTOB U SBJISETCS XEMOTaK-
crueckuM (akropom it Makpodaros [34].

K wunruburopam cuHTe3a OT-1 OTHOCIT OKCHI
a30Ta, IPOCTALUKIINH, HATPUINYPETUUECKUI TTENITH],
3cTporeHsl. MHruOuTop akTuBaropa rnjia3MiuHOreHa- 1
SIBIISIETCSl MYJABTH(QYHKIIMOHATBHBIM MTPOTEUHOM, KO-
TOPBIN y4acTBYET HE TOJIBKO B Mporeccax hpudprHo-
nu3a, HO W o0NajgaeT MpOCKIePOTHYECKHM d(hdek-
TaMU, BIIUAS Ha KJIETOYHYIO MUTPALUIO U OJIOKHPYS
JIeTpaslalliio BHEKJIETOYHOTO MaTpHKca depe3 moja-
BJICHHE AaKTUBHOCTH MAaTPUKCHBIX METAJUIONPOTEH-
Haz (MMI]). B skcniepumenTanbHbeIX padboTax oOHa-
pyXeHbl npoBocnanuTenbabie d¢dexTo [IAU-1, He
CBSI3aHHBIE C €70 YYaCTHEM B IIPOIeccax MPOTEOIn3a.
JlokazaHa MpogeMOHCTPUPOBaHA €ro Pojb B IPUBJIe-
YEHHUH KJIETOK, (POPMUPYIOIINX BOCTAINTEIbHBIN HH-
(ubTpar B HHTEpCTULIMH TToUeK [19].

[Mo manneiM Christopher R. Martens u David G.
Edwards (2011), uMErOTCSI TP MOTEHIIHAIBHBIX Me-
XaHU3Ma pa3BUTHS JHIOTEIUAILHOW AUCHYHKIUH
pu XbII:

* OKCUJATUBHBIN CTpecC;

* neuut L-aprunvna;

* YBEJIMYCHHUE YPOBHSA aCUMMETPUYHOTO AUMETH-
naprunuHa (A/IMA).

OxcuaTUBHBIN (OKUCITUTENBHBIN) CTPECC SBIISET-
Csl OTHUM U3 HanOoJee MUPOKO U3YUEHHBIX MEXaHU3-
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MOB HJI0TeIHATbHON AUCHYHKIUN. OKUCIUTEIbHBIN
CTpecc ompeeNsaeTcs Kak HapylIeHHe OanaHca Mex-
Iy U30BITOYHBIM 00pa30BaHUEM CBOOOIHBIX pagnKa-
JIOB ¥ HEIOCTATOYHOCTH MEXaHU3MOB aHTHOKCHIAaHT-
HO¥ 3amuThI [35, 36]. OKCUTATHBHBINA CTPECC UMEET
BaKHOE 3HadeHue B nporpeccupoBanun XbII, Tax
KaK C HUM CBSI3aHO Pa3BUTHUE YHAOTEIHNMI-3aBUCUMOMN
BazonmiIaranuu. JlokazaHo yyacTue CBOOOIHBIX pa-
JUKAJIOB B WHAKTHBAIIMMA OKCHAA a30Ta U Pa3BUTUU
SHAOTEIUANbHON quchyHkuu [37].

CoBpeMeHHbIe NMaTOTeHeTHYEeCKHe MOAXOAbI K
AUATHOCTHUKE XPOHNYECKOi 00JIe3HU MOYeK Yy Jie-
Tei

YcranoBeHa oOpaTHasi 3aBUCIMOCTh MEXY CKO-
POCTBIO IIpOrpeccupoBaHus 0OJIE3HN TOYEK U ypPOB-
HeM (yHKIIMU TIOYEK HA MOMEHT yCTAaHOBKHU JIHArHO-
3a, IpuueM Oosiee OBICTPOE CHUKCHHE HAOMIOMACTCs
y TalMeHToB ¢ Oojiee HU3KUMU HCXOJHBIMU YpOB-
Hamu CK®. Staples et al. B peTpOCIECKTHBHOM aHa-
mu3e 6a3el manHbix NAPRTCS CKD, BkirouaBiiei
npumepHo 4200 nereit ¢ CKD C2-C4 (CKD 15-89
wi/mMuH/1,73 M?) HA MOMEHT BKJIFOYCHHS B PETHUCTD,
MIPOJEMOHCTPUPOBAIIN 3HAYUTEIHLHO OoJiee OBICTpPhIC
TEMIIBI TIPOrPECCUPOBAHUS (OTpEAEIeMOro Kak Ie-
pexon B kareroputo CK® C5 [CKD <15 mu/mun/1,73
M?] WIM Hadalo JAualin3a, WM TPAHCIUIAHTAIUs
noukn) y nereid ¢ CK® C3a—C4 (CKD 15-59 mur/
mun/1,73 M?) no cpaBuenuto ¢ CK® C2 (CK®D 60—
89 mi/mun/1,73 M?).

Cpeny MEXaHU3MOB IPOTPECCUPOBAHUS XPOHHYE-
cKoii OOJIe3HM TOYEK B HACTOSAIIEEe BpeMs OOJbIIoe
3Ha4YeHUE TpUIaeTCsd HapyHIeHUsAM (DYyHKIIMH COCY-
JIUCTOTO JHIOTENNs KaK JOKaJbHO B MOYKE, TaK U B
CHUCTEeMHOM pyciie. B HEeMHOTOYHMCICHHBIX JKCIIEPU-
MEHTAJIBHBIX M KIMHUYECKUX paboTax JOKa3aHo, YTO
MMEHHO aKTUBHPOBAHHBIA COCYQUCTBIA SHIOTEIUI
SIBJISIETCS] TOW CTPYKTYPHO- (DyHKIIMOHATBHOW €TMHU-
e, KoTopast 0ObEeIUHSET MPOILEeCcChl BOCTIAIICHUS C
BHYTPHCOCYJMCTON KOAryJsiiue, GuOpUHOIM30M |
PEoIOrMYecKUMHU HapyIeHUsIMH B rouke [38].

[Mox mucdyHKIMEN SHAOTENNS TOHUMAIOT Hapy-
IIEHHE PAaBHOBECHSI MEXTy TPOAYKITHEH Ba30qHIaTH-
PYIOIINX, aTpPOMOOTEHHBIX, aHTHIIPOIU(PEPATUBHBIX
(haxKToOpoB M Ba30KOHCTPUKTOPHBIX, TPOTPOMOOTHYE-
CKHX W TMpoiu(epaTuBHBIX BELIECTB, KOTOPBIE MPO-
IYLIUpPYeT SHIOTENWH. Bbyienstor 4etbipe (OpMEI
3J1: Ba30MOTOPHYIO, TPOMOODHUIHNIECKYIO, aAre3UB-
HYIO U aHTHOTeHHYO [31].

MapképaMu SHIOTENUANEHONW TUCOYHKIIMU CYH-
TalOT CHIKEHHE SHIOTEIHAILHOTO CHHTE3a OKCHa
azora (NO), moBbllIeHHE YpPOBHEW H3HAOTENHHA-1,
nupKyaupytomiero ¢akropa o BuiieOpanna, wH-
rHOUTOpa aKTHBATOpa IJIA3MHUHOTEHA, TOMOIUCTEH-
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Ha, TPOMOOMOTYIHA, PACTBOPUMOI MOJIEKYJIBI COCY-
JUCTOU MEXKJIETOUHOH anre3un B1, C-peakTuBHOTO
Oenka, MUKpoaTpOyMuHYpHIO U Ap. [38].

Omnpezenenne MapKepoB 3HOTEIHAIBLHONW JHC-
(byHKIIMH B HACTOSIIIEE BPEMS SIBISAETCS aKTyaJbHBIM
IpH XpOHHWYeCKuX 3aboneBaHusx. CBA3b DHIOTEIH-
aMbHON MUC(HYHKIMU C TOpaXKEHHEM IOYeK Ipes-
CTaBIIAETCS 3aKOHOMEPHOH, HO SIBIAETCA Majio M3y-
4yeHHOH. IMeIoTCsi HeMHOTOUNCIICHHBIE TTYOIHKaIIH,
MOCBSIIEHHBIE JHIOTEIHAIBLHON NUCHYHKIMUA TpU
XBII y B3pocioro nacenenus [37, 38].

[Taronornyeckass poab 3HIOTEIUATIBHOM JuC-
(byHKIIMHM OTMcaHa MPHU XPOHUYECKOM MTUeNIoHeppuTe
y MAIMEeHTOB, TOTYYalOINX 3aMECTUTEIbHYIO TT04eY-
HYIO TEeparuio.

MukpoansO0yMUHYpUS SBISETCS T0Ka3aHHBIM BBI-
COKOYYBCTBUTEIBHBIM MAapKEPOM TPOTHOCTUYECKU
HEeOIaronpusATHOTO MOPAKEHHUS TTOYEK, a TAaKKe oTpa-
JKaeT HaJIM4YUe SHIOTEeNHaIbHON nuchyHKIuu. BeI-
SBJICHHE HECEIEKTUBHOW MPOTEHHYPUH CBUACTEIb-
CTBYET O IpyOOM TOBPEXKACHUH MTOUYEUHBIX CTPYKTYP
1, KpOMe TOTO, CTAHOBUTCS HEMIOCPEACTBEHHBIM I10-
BPEXIAIOMIUM  (AKTOPOM, CHOCOOCTBYIOIIUM MPO-
rpeccupoBanuio Hedpockieposa. lloBpexnaromiee
JICHCTBUE CHUCTEMHOH apTepuaibHOW TUIIEPTOHUU
Ha TOYKH pealin3yeTcs 4epe3 HapylleHHe MOYeqHON
reMOJMHAMHUKHU IO/l BIMSHUEM KacKaja M3MEHEeHHH
B PEHHH-aHTHOTEH3WH-aJIbJJOCTEPOHOBON CHCTEME
(PAAC). IosBnenne ykazaHHBIX KIMHUYECKUX CHM-
[ITOMOB CBUJIETEILCTBYET O BHIPAKEHHOM, YacTO He-
00paTUMOM TOBPEXKICHUH ITOYEUHON TKaHH.

Hamu mpoBezieHO ompenesicHHe anbOyMHHYpUH/
nporenHypun y namuentoB ¢ [IMP u pedumroxe-
Hedponatred Ha pa3Hbix ctaausx TUIIIT [30] .

YcraHoBnensl 1ocToBepHble pasznuuns (p<0,001)
YacTOThl BBISIBICHHS albOyMUHYPUH/TIPOTCHHYPHH
y OOJNBHBIX Ha CTaJAWM WHUIUALUA WHTEPCTHUIIH-
aJTbHOTO TOBpEeXJeHHUS (PpopMHupoBaHUS peduIroKc-
nedpponaruu, PH A, 100 %, n=30) o cpaBHEHHUIO C
rpynmnoii gereii ¢ [IMP 6e3 npusHakoB HeppoCKIe-
po3a (n=0) (puc. 8).

YcTaHOBNIEHO, YTO 1O MEpe IMPOrPEecCHpPOBAHUS
TUIIIT nporucXoauT MO3TAITHOE YBEJIUYEHUE YPOBHSI
ANBOyMUHYPHH/TIPOTEHHYPHUH, YTO OTpa)kaeT Cre-
MEHb BBIPAKCHHOCTH SHAOTEIHATBHON AUCHYHKIIUH
cocynos THUTII no mepe nporpeccupoBanus TUIIIL.

Omnpenenennie ypoBHs allbOyMHUHYPHU/TIPOTEH-
HypUU UMEeT 3HayeHHe Kak i1 TUarHOCTHKH Ha-
YaJIbHBIX CKJIEPOTUYECKUX M3MEHEHHH y MalreHTOB
¢ IIMP, Tak u [y JTUarHOCTUKHU MPOTPECCUPOBAHMS
THUIIIT Ha pa3ubix cragusx PH.

B cBa3u ¢ 3TUM mpomoimKaeTcs aKTHBHOE HC-
CJIeJIOBaHUE PAaHHUX OHMOJIOTMYECKUX TIIOKazaTenei

%
0,9 -
0,8
0,77
0,6 |
05
0,4
0,3 -
0,27

0,17 b

0 MMP

1
PHA
Puc. 8. YacTtoTa BbiiBNeHUs anbbyMUHYpun/mpoTenHypum y na-
umenToB ¢ NMMP 1 PH A [33]. *p<0,05.

Figure 8. The incidence of albuminuria/proteinuria in patients with
PMR and PH A [30].

MOYEYHOTO TOBPEXKICHHS, CPEIU KOTOPBIX aKTHUBHO
M3Yy4aroTcsl MapKepbl SHI0TEINAIBHON AUCHYHKIUH.
Bo3MOXKHOCTH coueTaHNs KIMHUYECKHUX JaHHBIX, Ta-
KHX KaK YPOBEHb 3KCKpElUHU Oellka U apTepuaibHOE
JaBieHne ¢ Onomapkepamu nporpeccupoBanust XBbI1
MIO3BOJIUT CYLIECTBEHHO PACIIUPUTL BO3MOXKHO-
CTU JUArHoCTUKU U MoHuTOpuHra XbII, HaunHas
(GyHKIHMOHATBEHO KOMIIEHCHPOBaHHOM 1 cTanuu [30].

CreneHb BBIPAKEHHOCTH SHJOTENHAIBHON JHC-
(GYHKIMH acCOMHPYET C MPOTPECCUPYIOIIUM Tajie-
HUEeM (YHKLIMHU TOYEK M Pa3BUTHEM CKJIepo3a, SB-
JSAACh TPEAUKTOPOM HEONaronpusTHOTO MPOrHo3a
XBII. B 10 ke BpeMsl, HCCIEA0BAaHUS 110 U3YYECHUIO
(GYHKIMH SHIOTENHS! IPU TIOYEUHOHN MaTOJIOTHH Y Jie-
Tell HEeMHOTOYMCIICHHBI. [laHHbBIe TUTepaTyphl CBUIE-
TEJILCTBYIOT O TOM, YTO HapylleHHe (YHKIHH dHJO-
TeJIHsI UMEET MECTO 3aJI0JIT0 /10 Pa3BUTHUS CTPYKTYp-
HBIX U3MEHEHMI B moukax [37].

Tax, mo nanusiM A.B. CmupHoBa u coasrt. (2011),
onHUM u3 (hakTopoB mporpeccupoBanust XbII siBis-
€TCsl HApPYIIECHUE 3aBUCUMOI OT 3HJOTENUsS Ba30U-
natanuu [38].

N3MmeHeHne napameTpoB 3HIOTENINN-3aBUCUMON
Ba30/IMJIATALIMM TPOUCXOIUT MapasljIeNIbHO C YMEHb-
mrenueM CK® u xoppenupyeT ¢ ypoBHSMH OHOMO-
JIEKYISIPHBIX MapKepoB BocnaneHus. Ha HayanbHBIX
craauax XbII BeisiBIIsseTCS cUMIaTH4ecKasl TUIepaK-
TUBHOCTB, KOTOpasi HamNpsIMyI0 JHOO OMOCperIoBaH-
HO uepe3 aktuBanuio PAAC mpUBOIUT K aKTHBAIUU
CUHTE3a 3HJO0TENIHMHA-1, MOIIHOIO Ba30KOHCTPUKTO-
pa. Bce 3TO BBI3BIBAET CHUKEHUE BO3MOKHOCTH pac-
cnabJeHusl COCYAMCTON CTCHKHM B OTBET Ha Ba30.H-
JIATHPYIOLINE CTUMYJIBI ¥ CIYKHUT IPUYHMHON CHCTEM-
HOTO U3MEHEHHUS MUKPOLUPKYJISALNHU, KaK OHOTO U3
KJTIOUEBBIX HEMMMYHHBIX MEXaHU3MOB POTPECCUPO-
BaHusa XbII. ITo nanueiM Y.B. XapimaMoBoil U COaBT.
(2010), sHpmorenuanbHas IUCOYHKIHS OKa3bIBaeT
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CYIIECTBEHHOE BIMSHUC Ha (POPMUPOBAHHE TEMOJTH-
HaMUYECKHX paccTpoicTB B moukax npu XbII [39].

A.I1. Pe6poB u coart. (2001) paccMaTpuBaioT quc-
(byHKIMIO SHIOTENNS KaK 0CHOBOIIOJIAraloIiee 3BeH0
B IATOTEHE3€ apTepHabHON THIEepTeH3UH, TPOMOO-
30B, aT€pOCKiIepo3a, OcIoKHAmMX TedeHue XbIT .

[To pmamnbpmm O.B. Komaposoit u coasrt. (2012),
SHJIOTENUANBHAS TUCQYHKIMS SBISCTCS OJHUM H3
Ba)KHBIX 3BEHBEB PA3BUTHA HHTEPCTHIIMAIHLHOTO BOC-
nayieHust ¥ Gudpo3a Mpu MporpeccCUpyromux popmax
nopaxenus nouek [37]. Ilpekpamienue wim cHUXKe-
HUE KPOBOTOKAa B TIOYKE SIBIISETCS IS DHIOTEIH-
QIBHBIX KJIETOK KCTpeMajbHbIM (PakTOpOM, MPHUBO-
JSIIUM 32 KOPOTKUN TPOMEXKYTOK BPEMEHHU K HeoO-
paTUMBIM HapyIIEHUSM MeTaboiIM3Ma M CTPYKTYpPHI
MoYeyHo! mapeHxumbl. OFHAKO Aake B 3THX OCO-
OEHHO HEONMArOMPHUATHBIX YCIOBUAX B KJIETKaX IPO-
HCXOJST TPOLIECChI, HAPaBICHHbIE HAa COXpaHEHHE
WX TITOCTHOCTH U CIIOCOOCTBYIOIINE MOJIEP KaHUIO
JKHU3HEecnocoOHocTH [36].

Ilpu nnuTenbHOM BO3JIEUCTBUHU IMOBPEKIAIOIIMX
(hakTOpoB (TUITOKCHS, TOKCHUHBI, UMMYHHBIC KOM-
IJIEKCHI, MEAMATOPBl BOCIAJEHUA, TeMOIMHAMUYe-
CKas TieperpysKa 1 T.J1.) IPU XPOHUUECKHX 3a00eBa-
HUSAX TIOYEK MPOUCXOAAT aKTUBALUSA U TIOBPEKICHHE
SHIOTENUANBHBIX KIJIETOK, TNPHUBOSIIINE BIIOCIEH-
CTBUH K ITaTOJIOTHYECKOMY OTBETY JaKe Ha OOBIYHBIE
CTUMYJIBl B BHJE Ba30KOHCTPHUKINU, TpombOooOpa-
30BaHUs, YCUJICHUS KJIETOUHOW Tponudepannu, ru-
MEPKOAryJISIUN ¢ BHYTPUCOCYIUCTHIM OTJIOKEHHEM
(bubpuHOreHa, HAPYIICHHEM MHUKPOTEMOPEOIOTHH.
W3Menenune peosornyecKkux CBOWCTB KPOBH CIIOCOO-
CTBYeT KOMIIEHCATOPHOMY YCWJICHHIO HAaIpsHKEHUS
C/IBUTa B OCTaTOYHBIX (PYHKIIMOHHPYIOMIHUX HePpo-
Hax C IMOBPEXJCHHEM U OTCIOCHHEM COCYIHCTOTO
SHAOTENHS, TOCIEAYIOINM Pa3BUTHEM KaMJLISPHO-
Tpo(UYECKON HETOCTATOUHOCTH, UIIIEMUHU [TOYCUHOU
TKaHH ¥, B KOHEYHOM HTOTE, TIIOMEPYIISIPHOTO | TYOy-
JIOUHTEpCTUIMaIbHOTO (udpo3a [40]. Uem mombiie
COXpaHETCs MaTOJOTHUECKHU OTBET Ha pa3/ipaskaro-
IIMe CTUMYJBI, TeM ObICTpee W 3aKOHOMEpHEee Ipo-
HCXOJUT XPOHU3AIUS MPOIecca U CTaObuIM3aIus He-
oOpaTuMbIX siBeHUH. Mopdosornueckne npu3Haku
9HJIOTENUATBHON TUCOYHKIIMU TPH XPOHHYECKOM Te-
YeHUH 3a00JIeBaHuUS TIOUEK KOPPEIUPYIOT € TIporpec-
CUPYIOIIUM TaieHueM (PyHKIIUH IOYEK, pa3BUTHEM
CKJIepo3a U SABIAI0TCA (aKTOPOM HEOIAaronpusTHOIO
MIPOTHO3A.

[lepcrieKTUBHBIM SIBJISIETCSI M3yYEHUE MEeXaHU3-
MOB Pa3BUTHUS U PETYISAIUHN (POPMUPOBAHUS CKIIEPO-
TUYECKUX W3MEHEHMU MPU XPOHUYECKOW IMaTOJIOTUU
MOYEK Y JIeTeH C IebI0 BRIABICHHS YyBCTBUTEIBHBIX
MapKepoB, OTPAXKAIOMINX KaK MHIYKIIMIO, TaK U TPO-
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IpeCcCUBHOE TeueHue Hedpockieposa [38, 40—43].

CoBpemennas xkonneniust XbII, oTrpakaromas
XapakTep U CKOPOCTh MPOTPECCUPOBAHUS MTOUCTHON
MaTOJIOTMH 10 TEPMUHAIILHOM CTaJIM{ MOYEYHOU He-
JIOCTATOYHOCTH, TPeOyeT MPUCTATHLHOTO H3YUYCHUS
pOJH SHIOTETUATHHON AUCHYHKITNH KaK BO3MOKHO-
ro MPOrHOCTUYECKH 3HAUYUMOTO (haKTopa pa3BHTHS
Hedpockieposa.

B Hacrosiiiee Bpemsi TOCTUTHYTHI OINpEIeTICHHBIC
yCIeXW B MOHUMAHUU MOJEKYISIPHBIX OCHOB IIPO-
TPECCUPOBAHUS XPOHUIECCKON OOJIC3HM IOUYCK. YUu-
TBIBasSi MHOTOTPAHHOCTh JAHHBIX IPOIECCOB, CIIOXK-
HOCTh €€ PEeryJIATOPHBIX MEXaHHU3MOB, HEOOXOIUMO
Oomee AeTaNbHOE M3YYCHHE MATO(U3HOIOTHICCKUX
ocobeHHOCcTel (hopMHUPOBaHHS HEPPOCKIIEPO3a.
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XPOHWYECKAS BOJIE3Hb MOYEK Y OETEN:
MPOBJIEMbl APTEPUANTBHOW TVIMEPTEH3MM

Kadenpa netckmx 6oneaHert Ne2 TawkeHTCKOM MeauLUMHCKOM akaaemMun, T. TalkeHT, Y3beknctaH

PEDEPAT

B 0630pe nprBeaeHbl MaTepuarsibl TEHEHUSI XPOHUYECKo 6one3Hun noyek (XBI) y netei ¢ aptepuanbHoli runepteHauei (Al).
[MokasaHa B3anmocsa3b mexay XBI u Al roe yctaHOBNeHO yckopeHue nporpeccupoBanusa XBIT oo TepMuHansHOM ctagum
NOYeYHOM HeJoCTaTOYHOCTM Npu Hanu4dum Al PerynupoBanuve Al y aeTel sBnseTca oba3atenbHbiM B iedeHun XBIN B cBs3u
C TeM, 410 Al' CBOEBPEMEHHO HE YCTaHABNNBAETCS, HEA0CTATOYHO KOHTPONMPYETCS 1 3a4acTyo MackupyeTtcs. HapylieHne
perynsiuMm CoCyLoB, Neperpyska XUAKOCTbO, MOBLILWEHHbIN cepaeyHblii BLIGPOC 1 neprudepuruyeckoe CocyanucToe cornpo-
TUBJIEHWE B OTAENBHOCTU UM B KOMOUHaLMKM MoryT npueecTn kK Al npu XBIM. Mcnonb3oBaHne COBPEMEHHbIX METOA0B AJ15
MOHUTOPUHIra 1 KOHTponsa AL nMeeT pellatoLLee 3HadeHe ansa yny4deHns ynpasneHns Al n npegoTepaLleHns noBpexae-
HWS OpraHoB-muLeHen y aeten. KpyrnocyToyHble nameperns AL ABns0TCA BaXHbIM MHCTPYMEHTOM B OMpeaeneHnm npo-
rHo3a u nevenus geten ¢ Xbl. Ong BeissBneHVsa HapyweHns GyHkumm nodek npu XbIM ncnonb3ytoTcs 60bLlIoe KOANYecTBo
6rnomapkepoB. CkopocTb knyboykoBol dunstpaummn (CKP), kpeaTUHUH CbIBOPOTKM U LMCTaTUH C CerogHs Mcnosb3ytoTcs
B KayecTBe OMOMapKepoB NoYeYHONn HegocTaTouHOCTU. B nocnegHee Bpemsa 6romapkepsl, Bkaovaa KIM-1, LFABP, NGAL n
IL-18, npeanoxeHbl kak MapKepbl OCTPOr0 NOBPEXAEHUS MOYEK, M OHM MOTMYT 0Ka3aTbCsl NMOJIE3HLIMU B OyAYLLEM NPU PAHHEM
BbliBNEeHUN nporpeccupoBarns XBIy aeteli. Y HOBOPOXAEHHbIX 1 AeTel paHHeEro 1 ctapLuero sodpacta Al noasnaeTcsa ns-
3a PEHOBACKYJISIPHBIX U MAPEHXMMATO3HbIX 3a001eBaHUN.

Al cuntaetca mapkepom Tskectu XBI n asngetca pakTopom prcka npm Nporpeccupyoem yxyaeHnm GyHKLMM noyek, a
Takxke pa3BUTUN CepaevHO-COCYyanUCTbIX 3aboneBanunii. CumnaTndeckas rmnepakTUBHOCTb, M3ObITOYHOE 0Opa3oBaHMe CBO-
OO0LHbIX PaaMKasnoB, yMeHbLUeHHas 61MoaocTynHocTb okenaa asota (NO) 1 YypeamepHoe NpoayLMpoBaHMe aHrMoTeH3nHa I
npuBoamMT K noBbiweHnio ALL. OxunpeHne nnu ysennyeHne nHaekca maccel tena (MMT) B HacTosiILee BpeMs paccMaTpuBatoT
Kak pakTop pucka He TONbKO A1 CEPAEYHO-COCYaANCTLIX 3aboneBanHnini u anabeTa, Ho Takke n ans XbBI1. MTmnepypukemns
1 XBI TeCHO cBsi3aHbl MexAay CO60M, Tak Kak HakomniIeHne MO4YEeBOW KUCIOTbl CBA3aHO ¢ Al MeTabonnM4yecKMM CUHOAPOMOM
1N MUKpoanbbyMUHYPUEN, KOTOpble Takxke ABnsioTcs dakTopamu pucka nporpeccupoBanusa XBIM. Al oka3biBaeT narybHoe
BO3ENCTBME HAa OpraHbl-MULLEHN, BKJOYAs MOYKK, rnasa u cepaue. Mogndurkaumm obpasa Xn3HW, KOHTPOJIb MaccChl TeNa,
3[,0POBOE NUTaHNE, CHUXKEHME NOTPEBIEHNS HATPUSA, NOAAEPXKNBAIOLLME YNPAaXXHEHUS 1 OCHOBHAS JIEKapCTBEHHAS Tepanns ¢
MCMNONb30BaHNEM MHIMOUTOPOB aHrMoTeH3nHNpespallaoLlero pepmerTta (MAMND), 610kaTopoB peLenTopoB aHrMOTEH3UHA
(BPA) moryT 3amepnutb nporpeccuposaHue XbIy geten.

KnioueBblie cnoBa: fetu, XxpoHudeckas 60s1e3Hb NoYek, apTepuasnbHas rmnepTeH3ns, UHIMOUTOP aHrMOTEH3UHMNPEBPALLAlo-
wero depmeHTa

LA. Karimdzhanov', G.K. Iskanova, N.A. Israilova

CHRONIC KIDNEY DISEASE IN CHILDREN:
PROBLEMS OF ARTERIAL HYPERTENSION

Department of Children's Diseases Ne2 of Tashkent Medical Academy, Tashkent, Uzbekistan

ABSTRACT

The review contains materials on the course of chronic kidney disease (CKD) in children with arterial hypertension (AH). The
relationship between CKD and AH was shown, where hastening of CKD progression to end-stage renal failure in the presence
of AH was established. The regulation of AH in children is necessary for the treatment of CKD, because AH is not established
on time, is not well controlled and is often masked. Impaired vascular regulation, fluid overload, increased cardiac output,
and peripheral vascular resistance, alone or in combination, can lead to hypertension in CKD. The use of modern methods for
monitoring and controlling blood pressure is crucial to improve the management of AH and prevent damage to target organsin
children. 24-hour blood pressure measurements are an important tool in determining the prognosis and treatment of children
with CKD. To identify impaired renal function in CKD, a large number of biomarkers are used. Glomerular filtration rate (GFR),
serum creatinine and cystatin C are currently used as biomarkers for renal failure. Recently, biomarkers, including KIM-1,

*Kapummkanos U.A. 100102, V36ekucran, T. Tamkent, yi. ®apobu, 1. 2.
TamrkeHTCKast MEIUITMHCKAsT aKkafaemMust, kKadenpa AeTckux Gonesnei Ne2.
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LFABP, NGAL, and IL-18 have been proposed as markers of acute kidney injury, and they may be useful in the future for early
detection of CKD progression in children. In newborns and children of early and older age, hypertension occurs due to reno-
vascular and parenchymal diseases.

AH is considered a marker of CKD severity and is a risk factor for progressive deterioration of kidney function, as well as the de-
velopment of cardiovascular diseases. Sympathetic hyperactivity, excessive formation of free radicals, reduced bioavailability
of nitric oxide (NO) and excessive production of angiotensin Il leads to an increase in blood pressure. Obesity or an increase
in body mass index (BMI) is currently considered as a risk factor not only for cardiovascular diseases and diabetes but also for
CKD. Hyperuricemia and CKD are closely related, as the accumulation of uric acid is associated with hypertension, metabolic
syndrome and microalbuminuria, which are also risk factors for the progression of CKD. AH has a detrimental effect on target
organs, including the kidneys, eyes, and heart. Lifestyle modifications, weight control, healthy eating, reduced sodium intake,
maintenance exercises and basic drug therapy using angiotensin-converting enzyme inhibitors (ACE inhibitors), angiotensin
receptor blockers can slow the progression of CKD in children.

Keywords: children, chronic kidney disease, arterial hypertension, angiotensin converting enzyme inhibitor
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BBEAEHUE

Aprepuanbnas runeprensus (Al) y gereit mpu
xpoHuueckoir 6onesznu nouek (XbBII) Bcrpewaercs B
HECKOJIBKO Pa3 yaile, 4eM B 00IIeH JeTCKON TOomys-
uuu, gocruras 45—60 % y nuaau3HbIX OONBHBIX |1,
2].

W3BecTHBI nccneqoBaHus, B KOTOPBIX IMOKa3aHO
yckopenue nporpeccupoBanusi XbII 1o TepmuHanb-
HOM cTaguM IOYEYHOM HEJOCTAaTOYHOCTH INpH Ha-
muunn A" [3-5]. K coxanenuto, AI' cBoeBpeMeHHO
HE yCTaHaBJIMBAETCA JAJeKO He BCerna M 4acTo He-
JIOCTaTOYHO KOHTPOJMPYETCS, HECMOTPSI HA TO, UTO
koppexuust Al'y netei saBisiercst 00s13aTenbHBIM KOM-
noHeHtoM B JieueHuu XbII [6, 7].

Hapymenne peryasnum cocynoB, Meperpyska
KHUJIKOCTBIO, TIOBBILICHHBIA CEPACUYHBI BBIOPOC H
nepugepruieckoe COCYIHCTOe COMPOTHBICHUE B OT-
JIEIIbHOCTH WJIM B KOMOMHALIMK MOTYT NpuBecTH K Al
npu XbII [8, 9]. AxkTuBanua peHUH-aHTMOTEH3UH-
anpaocreponoBoii cuctemsl (PAAC), oOycioBneHHas
BO3MOYKHO MOBPEX/IEHNEM TIOYEUHOHN TKaHM C y4acT-
KaMHu runonepdysuu, MpUBOJUT K aHTMOTeH3HH-II-
OMOCPEIOBAHHON  Ba30KOHCTPUKIMH, YJEP:KaHUIO
COIM W BOJBI, CHUMIIATUYECKOM T'MIEpaKTUBHOCTH,
yro u crnocoderByer Al mpu XBII [4, 10, 11]. Xa-
pakTepHble U3MEHEHMsI U ocaoxkHeHus Al, kak camo-
cTosITeNnbHbIN (akTop nporpeccuposanus XbI1y ne-
Tel, MPUBOAAT K JIETAJIbHBIM MCXOJaM OT CEpJIeUHO-
COCYIUCTBIX 3a0oseBanuii [12].

Hcnonbs3zoBaHne COBPEMEHHBIX METOJOB ISl MO-
HUTOPHHTa U KOHTpousid A/l uMeer peraroiiee 3Hade-
HUe A yiaydileHus ynpasieHuss Al' n mpenorspa-
LIEHNs TTOBPEXEHHs opraHoB-Muiienei [13, 14]. B
TO K€ BpeMs, AMarHocTuka u jeueHue Al y gereit
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¢ XBII ocraeTcs mpobieMoii Ha CeroAHSIIITHU JIeHb.
AHTHUTHIIEpPTEH3UBHbBIC Npenaparhl, BKJIIOYAsh WHIU-
OUTOPBI AHTHMOTEH3UWH-TIPEBpAIAoero (epMeHTa
(AII®D), obecrieunBaOT PEHONPOTEKIINIO U 3aMe IS~
toT niporpeccuposanne Xbll, ocobenHo pu poTen-
Hypuu. OnHako ux ucnons3oBanue npu XbI1y nereit
4acTO OrpaHUYMBAETCS TaKMMH MOOOYHBIMU 3 dek-
TaMH, Kak runepkanuemus [14, 15].

MonuTopusr A/l 1 cobnroeHre TUeTHI SIBISIOTCS
¢axropamu perynupoBanus Al, BMecte ¢ TeM, OHU
SIBIISIFOTCS] TPYHO KOHTPOIUPYEMbIMU y fieTelt [16].

ATy nereii ¢ XBII

XBII y nereit xapakTepusyeTcs ATUTENbHBIM IPO-
IpeCcCUpYIOLUIMM HapylleHHeM (pyHKINH [T0YEK, U4TO B
pe3ynbpraTe NPUBOAUT K HEJOCTATOYHOCTH (DYHKIIUH
opraHos-mumeneir [17]. MexayHaponHoe oOue-
cTBO Hedpooros nmo noueunsM 6onesnsm (KDIGO)
onpenenuio neauarpudeckyro XbBII ¢ Toukm 3pe-
HUSI TIPOTPECCUPOBaHMs B MATH 3TAnoB: | cragus c
HOPMaJIbHOM MM TOBBIIICHHOM CKOPOCTBIO KIIy-
60uxoBoit punprpammu (CK®) >90 mu/mun/1,73m%
2 craausa ¢ HadyalbHBIM cHkeHneM CK®D 60—-89 mir/
mun/1,73 M?%; 3 3a cTaaus ¢ yMEPEHHbBIM CHIXKEHHEM
CK® 45-59 mn/mun/1,73 m?; 1116 cramus ¢ cymie-
ctBeHHbIM cHmkenneM CK® 30-44 mn/mun/1,73 v,
4 crangus ¢ BbIpaxeHHbIM cHUWkeHHueM CKO 15—
29 ma/mun/1,73 m?; V cragus tepmuHanbHas XITH
<15 mu/mun/1,73 M2 [18].

Jnist BeIABICHUS HapylIeHUs (QyHKLIUH MOYEK MpU
XBII ucrons3yrorcs GONBIIOE KOTUIECTBO OHOMap-
kepoB. Cxopocts kiyOoukoBoit ¢unsrpanuu (CKD),
KpPEaTMHUH ChIBOPOTKM M 1ucTatiH C cerogHs wuc-
MOJIB3YIOTCS B Ka4ecTBE OMOMapKepOB MOYEYHON He-
JOCTaToYHOCTH. B mocnenHee Bpemst Onomapkepsl,
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Brutogast KIM-1, LFABP, NGAL u IL-18, 6111 tipe -
JIOKEHBI KaK MapKepbl MOBPEKICHUS TMOYEK, U OHU
MOTYT OKa3aThCs TOJNE3HBIMU B OyylIieM IIpU paHHEM
BbIIBIIEHNH TiporpeccupoBanust XbIl y nereit [19].

B oruere o aumarHocTHke, OIEHKE W JIEYEHUHU
BBICOKOTO apTepUaIbHOTO JIABICHUS y JeTel U MOJ-
poctkoB Al y meteit ompenensercst Kak CpenHee CH-
CTONIMYECKOe WK Auactoindeckoe AJl, paBHOE WU
MpEBBIMIaoIIee 95-i MepIreHTIIb TI0 BO3PACTY, MOy
u pocty, u3mepennoe 3 pasa. [Ipenruneprensus y
JeTell XapakTepu3yeTcs CpeAHHMHU TI0Ka3aTeNIsIMU
Mexay 90-m u 95-m nepuentuiiamu [1, 20-22].

ATy nereii B o0IIIe# MOMYISAIIUN BCTPEUACTCS J10-
CTaTOYHO PEIIKO, C PACTIPOCTPAHEHHOCTHIO 10 3—9 %,
onHako y aereit ¢ XBII pacripocTpaHeHHOCTh Bo3pac-
taet 10 50 % u Oomnee [4, 5, 23]. B koropTHBIX BCcie-
nosanusax CKiD y 54 % neteii ¢ XBII obnapyxena
AT, B To Bpems kak peectp NAPRTCS BoisiBun Al'y
76,6 % OonpHBIX [24, 25].

Otuonorust AI' ObIBaeT pa3IUYHON B 3aBHCHMO-
CTU OT JIMarHo3a. Y HOBOPOXKJCHHBIX U JIeTEH paH-
Hero Bo3pacta Al mosiBisieTcs u3-3a peHOBACKYJIISP-
HBIX 3a00JIeBaHUH, TaKWX KaK ITOYCYHBIM BEHO3HBIN
TpOMOO3, CTEHO3 MOYEYHON apTepuu U APYrux Io-
YEUHBIX TApCHXUMATO3HBIX 3aboneBanmii. Al dare
BCTPEYAETCAd Y HEJOHOIIEHHBIX HOBOPOXKIECHHBIX C
IIOCTHATAJIBHON OCTPOH IMOYEYHOU TPABMOMW, BHYTPHU-
JKEITy0YKOBBIMU KPOBOM3JIUSHUAMH, XPOHHUECKUMU
3a00JIeBaHISIMU JICTKUX [2, 4, 26].

B 10 xe Bpems, y neTeii Oosee crapiiero Bo3pac-
Ta ¥ MOAPOCTKOB HanOoJIee YacThIMU MpuInHamMu Al
ABJISIOTCSL XapaKTepHbIE IMOYEYHbIE MapeHXHUMAaTO3-
HbIE U PEHOBACKYJIsIpHBIE 3a0oneBanus [3, 27].

V nereii ¢ XBII yame Bcero Bctpeuaercss Al' BTo-
PUYHOIO Te€He3a, ITOCKOJbKY MoBblieHUEe A/l sBis-
eTcsl OOIIMM CIIEICTBHEM MOBPEKACHUSA U CHIDKEHUS
¢ynkumn novex [1-3].

HccnenoBanus mokazanm, 9To y 52 % MmarueHToB ¢
XBII, y KOTOpBIX IPOBOAMIOCH CYTOUHOE MOHUTOPH-
posanue Al (CMA]L), onpenensinack Al, y 60IBHBIX
JeTeH, Haxomsmuxcst Ha auanuze —y 76 %, y 57 % u3
HUX OBIIH cy4yan HeKoHTponupyemoi Al [28, 29].

ITaTorene3 AI" npu XBII y nereii

AI" u XBII Hepa3pbIBHO CBA3aHBI MEXAy COOOH,
YXYIIIEHHE COCTOSHHS OIHOTO YCYTYOJsIeT COCTOs-
uue apyroro [10]. A" cuuraercst MapkepoM TSDKECTH
XBII u sBnserca (akTopoM pHcKa MpU TPOrpeccH-
pYyIOIEM YXyIIIeHHH (QYyHKIMH TOYEK, a TaKkKe pas-
BUTHH CEPJICYHO-COCYIUCTHIX 3aboseBanuii [30, 31].
AT nospimaercsa ¢ ymensiieaneM CK® u npuBoaut
K CHIDKCHHIO TIPOW3BOJICTBA (DHIIBTpara, BCIE/CTBUE
Yero MOYKH He MOTYT BBIIEIISITh 00beM (HUIbTpara, He-
obxoammMoro st moaaep kanus HopMmansHoro AJl [5].

CumrmaTnueckass HEpBHas CHCTEMa UIpaeT pe-
HIAIOIYI0 POJIb HA YPOBHE MOYEK MPH MPOTrPECCUPO-
BaHUM U coxpaHeHun Al y gereil. Cummnaruyeckas
TUIEpakTUBHOCTh oTMeudeHa npu XBII u cuuraercs,
YTO OHA OTOCpe/I0OBaHa M30BITOYHBIM 00pa30BaHUEM
CBOOOJHBIX PAJMKaIOB, YMEHBIIEHHOW OMOIOCTYTI-
HOCTBIO OKkcua a3ora (NO) U upe3MepHBIM IPOIy-
UpOBaHWEeM aHruoTeH3uHa-11 [32].

CBoOonmHbIC pamuKadbl MPEACTABISIIOT COOO0M pe-
AaKTUBHBIE MOJICKYJIBI, IPOAYIIPYEMbIE B pe3ysIbTaTe
OKHCIIUTEJILHOTO CTpecca, KOTopble HHAYIUPYIOT Al
yBEJIWYMBAsi OTBETHBIA OTTOK W3 uepena. CuUMIaTH-
Yyeckasi cUcTeMa 3areM JieHcTByeT Ha addepeHTHbIe
apTepHOoIIbl TTOYKH, BBI3bIBAs BA30KOHCTPUKIIUIO, YTO
npuBoauT K ymenbiennio CK®. Okcup azora (NO)
OKa3bIBae€T MHTHOMpYIOlee JeiicTBUE Ha TOHYC CO-
CynoB. Y TalMEHTOB C TUIEPTEH3UEH CyIIEeCTBYET
nucbamanc Mexay NO — cocyaopacuupsiomuM 1
JPYTHMHU COCYIOCYKHMBAIOLTIMH KOMITOHEHTaMu [32,
33]. UsBectHO, yTo NO Takke yBeIMYUBACT PEHUH,
npemmectseHHUK PAAC. PAAC Bxiouaer B cebs
HECKOJIbKO KOMITOHEHTOB: PEHHH BBICBOOOXIAeTCs
FOKCTarIOMepyISIpHBIMUA  KJIE€TKAaMU TI0Y€K B OTBET
Ha Huzkoe AJl, BbI3bIBas pacileIuieHHe aHTHOTEH-
3UHOTeHa (TPeAIIeCTBEHHUKA, CHHTE3MpPOBAHOTO B
TIEYeHN) Ha aHTHOTeH3UH-I. AHrnoTeH3uH-1, B cBoio
ouepeb, IPEBPAILACTCs B aHIMOTeH3UH-1I ¢ momo-
mpio AII® B nerkux. AuruoreHsus-1I mpencrasis-
eT co0oi COCYNOCYKHBAIOIINI Tperapar, KOTOPBIN
HakaruMBaeTrcs y nauueHtoB ¢ XbBII u mpuBoauT k
pa3u4HbIM (P PeKTaM, BHI3BIBAIONINM YBEIHUCHHUE
AJl [34, 35]. Aurunotensun-11 neiicTByeT Ha TiIOMe-
PYJISIPHYIO 30HY KOPBI HaJMIOYEYHHUKOB, YTOOBI BBI-
CBOOOANTH ANbJOCTEPOH, YBEIUYHBAs TOTIOIIEHNE
BOJIbI U TIOIJIONEHUE HATPUs U3 IUCTAIBHOHN TpyO-
KM COOHMpAIOIIero KaHajla;, yCHJIMBAeT Oapoperen-
TOpHBbIE pedUIeKChl, MPUBOJAA K IMOTEHIIMPOBAHUIO
3(ekToB HOpagpeHAIMHA B TEPMHUHAJC CUMIIATH-
YEeCKOro HepBa. DTO CTUMYIHPYET BHICBOOOXKIEHUE
AHTUANYPETHUYECKOTO0 TOpPMOHA W3 TUnodusa ais
YBEJIMYEHHUS MOTJIOUICHUS BOJBI U CBSI3aHHOTO C HEl
obwvema kpoBu. Al, Mmacca HeppoHa U IPOTEUHYPHUS
SBIISIIOTCSL TPEMsI OCHOBHBIMH (aKkTOpaMH pHCKa
nporpeccupoBanus [36, 37].

YBenuuenue Oenka B MO4Ye BbI3bIBaeTCS JHOO TO-
BpPEXKICHUEM KITyOOUKOBOM KAaMMJULIPHOH CTEHKH,
00 YMEHbIIIEHUEM TyOyIsIpHON peabcopOrmu Oer-
Ka, 4YTO TPUBOIUT K JaJbHEHIIEMY pa3pylICHHUIO T0-
YEeYHBIX TYOYJSPHBIX KIETOK (ITOCKOJIBKY TaKoe BO3-
JIefiCTBHE BBI3BIBAET HHTEPCTUIIMAIBHOE BOCIIAJICHNE
u nocnenyromuit Gudpo3) [38]. Mccmenopanumsimu
YCTAaHOBJICHO, 4TO y 62 % OONBHBIX BBHIpaKCHHAS
MpoTenHypus cBsizana ¢ Oonee Hu3Koi CKD. Ann0y-
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MUHYpPHUSI TaKXKe SBISICTCS HE3aBUCHMBIM (DakTopom
pucka Al y nereit [39].

N3-3a HapylIeHHOW peryaslui COCYIOB IpH Iie-
perpy3Ke JKMIKOCTbIO MOBBIIIEHHBIM CEPACUHbIN BbI-
Opoc u mepudepudeckoe COCyIUCTOE COMPOTHBIIC-
HUE CAMOCTOSTENILHO WM B KOMOMHAILIMU MOTYT IIpH-
Bectu K Al mpu XBII. AxtuBanus PAAC, cBsa3anHas,
BO3MOXKHO, C MOBPEXJIEHHEM TKAaHM TOYeK ¢ olna-
CTSAMH THIONEP(y3UH, TPHUBOAUT K aHTHOTCH3WH-
[T-onocpeoBaHHON Ba30KOHCTPUKIIMH, YIAEPKaAHUIO
COJI ¥ BOJBI, U CHUMIIATUYECKON T'HUIEPAaKTUBHOCTH,
BHOCs TakuM oOpa3om Bkian B A" mpu XBII [40, 41].

[MoBpexneHne HepoHa U CBSI3AHHOTO C ATUM CHU-
JKeHMs TIo4eqHOoM Maccsl pu XbII Takke npuBoauT
K M3MEHEHHIO WM HapylIeHHOMY (Hea/leKBaTHOMY)
oOMeHy XJIOpHJa HaTpusl B JUCTAILHOM HedpoHe H
SHJIOTENHATBHON JTUCHYHKIMM, YTO JOTOJHUTENb-
HO yXymamaeT Bbiaenenue coiu [S5, 38]. CHmkenue
CK® Ttaxxe, B KOHCYHOM HUTOTE, CHIKACT KOJTUIECTBO
(unpTpara s BeIAETICHUS B KaHablax. [lpu ymens-
LICHUHU BEJTMYMHBI SKCKPEIIH HATPHUs, B KPOBH yBEIH-
YUBAETCS COZIEpKaHME HAaTPHUsS YTO NMPHUBOAUT K yBe-
muaeHuto e€ oovema. CremoBarenbHO, TOTpeOIeHHe
COJIM MOXKHO PaccMaTpuBaTh KakK HENOCPEICTBEHHBIN
perymstop A/l [10, 42]. U3BectHO, uTO ¥y AeTel Oe3
XBIT kaxaoe norpednenne Harpust 1000 mr/cyTt cBsi-
3aHO ¢ yBenudeHueM cucroiudeckoro AJl Ha 1,0 mm
PT. CT., B TO K€ BpeMsS U CHUCTOJIMYECKOE, M JHUACTO-
nryeckoe A/l 3HAYUTENFHO YMEHbIIAeTCs TI0Cie CHU-
JKEHHSI TIOTPEOJICHUST CONTU, TIPU 9TOM CHUXKEeHHE A/
COIIPOBOXK/IAETCA CHMKEHHEM NPOTEHHYpUHU. Takum
00pa3zoM, AMETHl C YMEHBIIICHHEM TpHUeMa Cojel pe-
rxomeHnytores y aereit ¢ AI' u XBII [43, 44].

®axkrTopbl pucka XBII y aereii: oxupenue u
MeTa00IuYeCKHd CHHAPOM.

ITo mamueM suteparypsl, B CIIA pacmpoctpa-
HEHHOCTBh OKHPEHHS Cpelu AeTel coctapmsuia 17 %
¢ 2011 mo 2014 rox [45]. B EBpomnie mpumepno y 20 %
JIeTell W TIOPOCTKOB HMMeeTcsl M30BITOYHAs Macca,
IIPUYEM Y OJIHOM TPETH U3 HUX — oxxupenue. B Poccun
pacmpoCcTpaHeHHOCTh W30BITOYHON MacChl M OXKHpe-
Hus paBHa 19,9 u 5,6 % cooTBeTcTBeHHO [46, 47].

M3BectHO, uTO BBICOKMIT MIMT cBs3aH ¢ HU3KUM
ypoBHeM CK® u yBenmueHHEM pacrpoCTpaHEHHO-
ctu XbIl y nereit. Oxupenue nin ysenuuenne UMT
B HACTOsIIIIEE BPEMsI pacCMaTpUBAIOT Kak (akTop pu-
CKa He TOJIBKO JIJIsl CepAIeUHO-COCYTUCTHIX 3a00eBa-
HuH 1 nrabera, HO Takoke u i1t XBIT [48, 49].

Veenuuenne XbBII y nuil, cTpaaommx OKUPEHH-
€M, OTY4acTH OOYCJIOBJIEHO TOBBIIIEHHBIMU TOTpPEO-
HOCTSIMH B METa00JIM3Me, KOTOPHIE, B CBOIO OYEPEb,
MIPUBOIAT K KOMIIEHCATOPHOMY IJIOMEPYJISIPHOMY TH-
nepUIBTPAIIMOHHOMY TIOBPEXKICHUIO B TMoukax [50,

50

51]. B Hacrosimiee BpeMs Mpenonaraercsi, 4To yMeHb-
nIeHue Ynciia QyHKIMOHAIBHBIX HEPOHOB TaKKE MO-
JKeT OBITh CBsI3aHO ¢ maroreHe3oM XbBII [52, 53].

Oxwupenue npuBoauT k aktuBaumu PAAC, napsny
CO MHOTHUMHU JPYTUMH METa0O0IMYECKUMHU TMPUYHHA-
MU, BeaymuMu K A" 1 MeTabonmdecKoMy CHHIIPOMY
[54, 55]. Metabonuyeckuii CHHIPOM OTIpenesieTcs
TaKUMH HapyLIICHUSIMH, KaK OKHPEHHE, TOBBIIICH-
HBIH ypoBeHb A /], X01ecTepuHOB HU3KOM MIIOTHOCTH
Y JITIOTIPOTEMHOB BBICOKOW TUIOTHOCTH, THIEPTPHU-
IMLEepUIeMuei 1 runepriuukeMueii. MccnenoBanus-
MU YCTaHOBJIEHA CHJIbHAS B3aUMOCBSI3b MEXKIY METa-
o6ommueckum cuaapomom u XbII [56, 57].

CerofHs ¢ IeNIbI0 CHIDKEHHUS PUCKA OXKHPEHUS
JUIST YMEHBIIIEHHEM MAacchl Tella CIelHaIn3upoBaH-
HBIMH KJIMHHKAMHU 110 00pb0e C OXKUpPEHUEM IMpUMe-
HSIOTCS Tperaparhbl MPOTUB OXHPEHHUS OpIUCTAaT U
XUPYyprudecKkoe mepeBs3bIBaHue kemynka. OHako
ClIeyeT MOAYEPKHYTh, YTO OPIUCTAT MOXET MpH-
BECTH K TOYEYHOM HemocTatouyHocTH [S58]. B cBszu
C 3TUM B 60pBrOy MPOTHB 3TOTO BKIIOYMINCH TaKHe
MOYeYHbIE aCCOIMAINH, Kak MeXTyHapoaHOe o0IIIe-
cTBO Hedposoruu [59].

Poab moueBoii kuciorsl npu AI' u XBII y nereit

[Toukn UrparoT >KM3HEHHO BaXXHYIO POJIb B pac-
HICTIJICHUH MTypUHOB, YTO MPHUBOAUT K 00Pa30BaHUIO
MOYeBOU KUCIOTHl. CHIKeHHE QyHKIIUU MOYEK Tpe-
MATCTBYET HOPMAIBHOMY OYHIIIEHUIO TyPHUHOB, U 3TO
MIPUBOAUT K YBEJIWYCHHUIO YPOBHS MOYEBOW KHCIIO-
TH1 [60]. HacnenacTBeHHBIC HapyIICHUS META0O0IN3-
Ma TypHHa ABJISIOTCS Hanbojiee pacipoCTpaHeHHON
MIPUYUHON TUIIepypUKeMun y neteit [61]. [unepypu-
kemust 1 XBI1 TecHO CBsi3aHBI MEX Iy cOOO0H, TaK Kak
HaKOIJICHHE MOYEBOM KHMCJIOTHI CBsizaHO ¢ Al, MeTa-
00IMYECKUM CHHAPOMOM M MHKpPOAIbOYyMHUHYpPHEH,
KOTOpPBIC TaKXKe SIBISIOTCS (haKTOpaMu pHCKa IPo-
rpeccupoBanus XbII [62, 63].

YV nerell MOBBINIEHA 3KCKPELMS MOYEBOM KHC-
JIOTHI TIO CPABHEHHIO CO B3POCIBIMH, O YeM CBHUJIE-
TEJILCTBYET Oo0Jiee BICOKAst (PPaKIIMOHHAS SKCKPEIHST
MOYEBOW KHCIOTBI. DKCKpelHs MOYEBOH KHCIOTHI
YMEHBIIIAETCSI U HOPMAJIU3yeTCsl C BO3pacTOM B pe-
3yabTaTe YMEHBIIICHHOW TpyOuaToii peabcopOImm
WIM YBEIWYEHHs TOYEYHOH TpyOuaToil cexpeuun
MoueBoi KucnoThl [64]. Y meteit ¢ XbBII cymecTtByeT
CBSI3b MEX[Y TUIEpypUKeMHuel, MOBBIIIeHHBIM AJl,
OKUPEHUEM W TIOYeHHOW MUCYHKUIMEH (CHUKEHHE
CK® u ansOymunypun). Y 70 % manuentoB ¢ CKD
<60 mu/mun/1,73 M? yCTaHOBJIEHA THUIEPYPHUKEMHS,
torga kak y geteit ¢ CKD> 60 mu/mun/1,73 M? TONb-
Koy 34 % [61].

l'unepypukemusi, Kak 1oyararot, IpUBOIUT K IO~
yeyHoi aprepuomnatnd U Al mocpencTtBoM KomOu-
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Hallud WHTUOMPOBAHHON mponudeparuu dHI0Te-
TUANBHBIX KJIETOK, akTuBaruu PAAC, mpomudepa-
MU KJIETOK IMaJKHUX MBI COCY/IOB M CHHUKEHHBIX
ypoBHeil NO supotenus [65, 66]. ['unepypuxemus
MOXKET YCKOPUTH nporpeccuposanne XbII, npu 3tom
BO3HUKAET BOMPOC O TOM, MOXET JIU TapreTHHT Ha
MOUYEBYIO KHUCJIOTY OBITh APYroi peHONPOTEKTUBHON
crparerueii. MccnenoBanust nokasany, 4To y Ianu-
€HTOB C THIIEPYPUKEMUYECKON I'MIEPTEH3HEH Jeye-
HUE ajuIonmypuHOIoM 3amemisieT cHmkenne CKD u
YMEHBIIIAeT PUCK CEPASYHO-COCYIUCTOI 3a0oseBae-
MOCTH. AJIJIOITYpPUHOJ MPETSITCTBYET BhIpabOTKe Tie-
YEHOYHOIO ypara, IEUCTBYsI KaK KOHKYPEHTHBIA HMH-
THOUTOP KCAaHTHHOKCHIA3bI [67, 68]. B To e Bpewms,
AJUTOTTYPUHOJI TaK)K€ MOXKET MPHUBOANUTH K PEaKIUsIM
TUIEPYyBCTBUTEIHHOCTH Y JIETEH U MOATOMY JIOJIKEH
OBITH HA3HAYCH CTPOTO C YUCTOM 035l [69].

AT u cocrosiHne opranos-muieHei y gereii ¢ XbII

AT oka3piBaeT naryOHOE BO3/€iiCTBHE HA OpTraHbI-
MUIIIEHH, BKJIIOYast MOYKH, I1a3a u cepaue. [loBpexe-
HUe Ioyek u nporpeccupoBanue XbII HacTymnaer ¢ no-
apieHneM Al, KoTopasi BbI3bIBAET TUIEPTOHUUYECKYIO
PETUHOIIATHIO, M B pe3yNbTaTe HapyIICHUA 3pPEHUS
MIPUBOTUT K MHOXECTBY CEPJEYHO-COCYAHUCTBIX M3~
MEHEHM, BKIIIOYasi YTOJIIEHUE CEPACYHON MBIIIIIBI.
YBenuueHne Macchl CEpJCYHOI MBIIIIIBI BBI3BIBACT I'H-
nieptpoduro seBoro >xemynouka (JDKI) B pesymsrare
MepeHanpspkeHnss MUOKap/a, YTo TpeOyeT MOBbIIIEH-
Horo AJl u gomomHUTENBHBIX 3aTpar [1, 31, 70].

B otnenbHBIX BccaenoBaHUAX COOOIIAETCs O To-
JIOKUTEIHHON KOPPENALNNA MEXIy apTepHalbHBIM
JTABJIICHUEM U MHJIEKCOM MAacChl JIEBOTO JKENTyA04Ka,
U pacIpOCTPAaHEHHOCTH THIIEPTPOPHUH JIEBOTO Ke-
Jyno4Ka y JAETe ¢ apTepuanbHOM TMIEpTEeH3Uel 10
8-41%. JleBoxkenmynoukoBass runeprpodus (JIKI)
MOXKET TPOSIBIATHCA y manueHTtoB ¢ Al' ¢ XbII [71,
72]. UccnenoBanusiMu ycTanoBieHo uro y 20 % ne-
teit ¢ II-IV cragueit XbII nabmronanace JOKI. Iloa-
TBEpXKICHHASI U MackupoBaHHas Al ObUIM caMBIMU
cwibHbIMH ipenukTopamu JOKI™ y neteit ¢ XBII [9].
Opnako JDKI' Takke CymiecTByeT Yy HOPMOTEH3UB-
weIx geteit ¢ XbII (mo 49 %) 1 momoKUTEIHHO KOp-
penupyeT ¢ MHJIEKCOM MaccChl JIEBOTO JKEIyJo4Ka U
cucronrueckuMm AJl, a neuenue A’ MOXET BbI3BATh
perpeccuto JOKI. Crenyer oTMeTUTh, 4TO y AeTEH ¢
AT oOHapyxeHO cHWXeHHE PPEKTUBHOCTH OOIIb-
LIMHCTBA KOTHUTUBHBIX TECTOB B CPaBHEHHUHU C HOP-
MOTCH3UBHBIMHM MalueHTamu [73, 74].

Monutopunr A/l y nereii ¢ XBII

AnexBatHoe ympasieHue AJl mMmeer perraroriee
3HAYEHHE ISl CHID)KEHUS pUCKA CMEPTHOCTH MpHU
XBII. JlnarHoctuka u MoHuTOpHHr XBII 3aBucur
OT TOYHBIX M3MepeHui AJl; omHAKO 3TO OCIOXKHSI-

ercs y nmanueHToB ¢ XbII u3-3a BeI3BaHHBIX Oo0Je3-
HBIO M3MCHEHHM B CyTOUHBIX putmax AJl [75, 76].
Cy111eCTBYIOT HECKOIBKO ITHPOKO UCIIOIB3yEMbIX Me-
TONOB MOHUTOpUHTA AJl: citydaitHoe u3mepenue AJl,
camomsmepernoe AJl u CMA/I. Ilpu cnyyaitHbIX n3-
MepeHusax AJl cI0KHO NMPOBOAUTH TOYHBIE 3aIHCH,
TaK Kak pe0CHKY 4acTO MPUXOAUTCS CHIIETh 03 BU-
JKeHHUsI 5 MHH, 4TOOBI MOMY4YHUTh 3anucu. [Ipu camo-
n3MepeHnu AJl 10CTOBEpHOCTh AaHHBIX HU3Kas [8].

Taxum o6pazom, CMA/l cuuTaeTcst JIyqmnM CIio-
cobom onpenenenus Al y nereii ¢ XbII. CMA/I oGe-
crieynBaeT CcyTo4uHbI put™M A/l M BapuabGenbHOCTH
AJl myTem perucTpanuy u3MepeHui B Teuenue 24-ya-
COBOTO MEPUO/IA U TO3BOJISIET HACHTHpUITpoBaTh Al
«bemoro xamaray (6oyee pacpoCTpaHCHHOE Y JIeTeH
Y B3pOCIIBIX) ¥ MackupoBaHHyto Al neHTuduxarust
MacKupoBaHHOM Al" nMeeT pemiaroriee 3HaYCHUE IS
nereid ¢ XbBII, nockoiabKy OHa CBsI3aHa C BBICOKHUM
NMIJIIK u umeet xynmuii mporuo3s [77, 78].

CrnenoBareibHO, KPYIIIOCYTOUHBIE H3MepeHus A/l
SBIISIIOTCS. BQYKHBIM HMHCTPYMEHTOM B OIpENeICHUN
nporHo3a u jeueHus aerer ¢ XbII. ¥V mereit ¢ CKD
30-90 mu/mun/1,73 m? y 42 % ObUTH HOPMOTCH3UB-
HBIMH, Y 4 % 06110 Al «Genbix Xanaros», y 35 % —
MackupoBanHas Al, a 14 % wumenu amOyIaTOpPHYIO
AT AJl 6p1na ioBeIIeHO Ha 52 %, TOT/AA KaK cpeHee
3Haduenue AJl Obuto yBeiamueHo Toiabko Ha 32 %. W3-
MEHEHHE COOTHOIIeHHs KpeaTHHuHa y 39 % manu-
€HTOB OBLJIO BBIABJICHO y MAIEHTOB C HApyIIEHHBIM
CMA/] [28]. Ucnonb3oBanne CMAJl niis OneHKH
9 PEKTUBHOCTU THIIOTEH3WBHBIX TPENapaTtoB BbIsi-
BWIO HEKOHTponupyemyto Al 'y 50 % nmereit, u pac-
npoctpanenHocts [JDK y atux gereir ¢ Al Obuia
3HAUUTEIBHO BBIIIE, YEM Y JIET€ C KOHTPOJIUPYEMOM
AT, 46 % npotus 13 % [79].

[IpoBeneHHble UCCIENOBaHUS JIEMOHCTPUPYIOT,
YTO MAacCKHpOBaHHAs M HeIuarHocTupoBaHHas Al
Bce emie pacrapoctpaHensl y aerei ¢ XbIl. Croes-
peMeHHO HeAuarHocTupoBaHHas Al y nmeteil Moxer
MIPUBECTH K PE3KOMY OTPHIIATEIbHOMY BIIMSHHUIO Ha
opranel-MumieHy nanueHToB ¢ XbBII. Hapymenue
CHa W CHW)KeHHE (PU3UYECKON aKTUBHOCTH, KaK OBLIO
MOKa3aHo, KOPPEINPYIOT ¢ HOYHBIM CHUXKEeHHEM AJ|
[28, 80].

V nmauumentoB ¢ XbII o6br4HO HabIrOMAETCS TMO-
Tepst TunuaHOoro HouHoro cHrkeHus AJl za 10-20 %,
KOTOpOE HAOIIOMAeTCs Y 37J0POBBIX JIFOACH. JTa moTe-
ps pacripocTpaHneHa y nauueHToB ¢ XbII u cBs3aHa ¢
JDKI" 1 HeOnaronpusTHBIMU CEPIEYHO-COCYAUCTBIMU
mmMenenusiMu [47, 81]. IloBeimennast Bapuabemb-
HOCTh AJ] cBfizaHa C XyAIIUM HCXOIOM, OCOOEHHO
y TAIUEeHTOB, HaXOAIIMXCA Ha JHUAJN3e, KOTOpbIe
MOJIBEPKCHBI BBIpKEHHBIM Kojebanmsim AJl [82].
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Crnenyer TakKe OTMETHTb, YTO Y MOJIOJBIX JKEHIINH
00HApyKMBAETCSl 3HAUMTEIHO MEHbIAsi CHUCTONH-
yeckas M auactoinndeckas BapuabdenbHocTs AJl mo
CPaBHEHHUIO C MOJOABIMH MY)XYHMHAMH, a y JAeTei
cTapuiero Bo3pacra Haloaaercs OobIIast CUCTONN-
yeckas BapuadenbHOCTh A/l 0 cpaBHEHMIO C J€TbMU
mJafmiero Bo3pacta [83, 84].

Jleuenue

CBOeBpeMEHHOE YCTaHOBJIEHHE, MOHHUTOPUHT U
neuenue Al y nereit ¢ XbII numeer BakHOE 3HAUCHUE
JUTS YITy4dIIeHUs TIPOorHo3a 3a00JIeBaHNa. AHTUTHIIEP-
TEH3WBHOE JICUeHHUE IPeJ0TBpAIlaeT MOBPEKICHNE
OpraHoB-MUIIIEHEH.

B dgerBepTOoM moximame AMEpUKAHCKOW aKaJaeMHH
MeAuaTpun 1eNieBoil mokazarens AJ[ mns nmereit ¢
XBII nmpunsr nokazarens A/l Hike 90-ro nepueHTH-
s [85].

EBporeiickoe o0I1ecTBO TUIEPTOHUN B TOCIEN-
Hee BpeMs OIpeneNnio meiaeBoe cHikeHue AJl 1o
<75-it mepuentwin ans XbBII 6e3 mporennypuu u
<50-10 nepuentuns s XbII ¢ nporennypueit [86].
Cornacno pexomenpanusm KDIGO, anturunepren-
3WBHAs Tepamnus JOKHA OBITh HEMEJIEHHO Havara
netsim ¢ XBIT ¢ AJ] Beimie 90-ro nepuentuns. B Ha-
crosimiee BpeMsa KDIGO Takke peKOMEHIyeT Halle-
muBaTh AJl <50-i1 mepuentunn mis aereit ¢ XbIl u
npotenHypueit [87].

CxeMbl JieueHHsl 3aBHCIT OT cTeneHu Al, Hamu-
YHsl TIOBPEKACHNUA OPraHOB-MHILIEHEH U TPOTpeccH-
poBanust XbII. Jletsm ¢ Al mo 95-My TpOLIEHTUITIO
6e3 XBII pexoMmeHnmyercst HadaTh ¢ MOIUMDUKAIIHIA
oOpa3a XU3HU, KOHTPOJIb Beca, 3/I0pOBOE MHUTAHUE,
CHIDKEHHUE TOTpeONeHUs] HAaTpUi W TOIJEp:KHBaio-
ue ynpaxsenus [8, 88]. Jlmetmueckas mnpusep-
KEHHOCTh — 3TO (haKTOp, KOTOPBIM MOKET OBITH BCE
CJIO’KHEE KOHTPOJIUPOBATh B AETCKOW MOMYJISALINHU, HO
JOJKEH OBITh MTpHOpUTETOM 171 Bpada [15, 16].

Eme oaHoil Ba)XHOW UENbIO TEpamuu SBISETCS
JUKBUJAINA CUMIITOMOB U TNpHu3HakoB Al, a Tarxe
MOpaXkKeHUsI opraHoB-MuiieHer. ['uneprpodus ieso-
ro xenynouka (IJDK), BoisBisiemas Ha sXokapauo-
rpaduu cepana, SBaseTcs J0CTaTOUHO YyBCTBUTEIb-
HBIM CpPEJCTBOM JUIsI OOHApy>KEHHUS TOBPEKACHUS
oprana-muinenu y aereir ¢ Al IJDK BwisBnsercs y
40 % Takux mereit [89, 90]. OgHako mepBoit TUHUCH
tepanuu npu Al' y nereit ¢ XbII sBistrorcst npena-
patel PAAC. Jletu, nomy4varomue npemapatsl PAAC,
HMMEIOT JIy4IIuii KOHTposb Haj A/Jl, yem Te, KoTopbie
MOJTy4aloT JIpyrue KiacCchl aHTUTUIEPTEH3WBHBIX
npenaparoB [7, 10]. OcHOBHas JieKapCTBEHHAS Tepa-
s, ucnonbs3yeMas y neteit ¢ AI' u XBII, coctout u3
WHTUOMTOPOB aHTHOTEH3MH-TIPEBpaliaonero ¢ep-
menTa (MAII®D). Nmenno crporuii koHTpons A/l u
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OrpaHHYeHHE MPOTEHHYpUHU ¢ moMoInbio MAIID mo-
TYT 3aMeITUTh niporpeccupoBanue XbI1 y neteii [8].

PykoBoACTBO AMeEpHKAaHCKOW akKageMHUH Teaua-
Tpun 2017 roma, B COOTBETCTBHH C pPE3yIbTaTaMu
uccienosanusi ESCAPE, pexomennyer jgeunts Al y
neteii ¢ XbI1 MAII® unu BPA (6:1okatops! perenrto-
POB aHTMOTEH3MHA — OCOOEHHO Yy TAIIMEHTOB C TPO-
teunypuei) [91, 92]. BPA u UAII® npu coBmecT-
HOM NPUMEHEHNH YIYy4IIaloT Pe3yNbTaThl CepeyHO-
COCYIUCTBIX W TIOYEYHBIX HCXOAOB 3a00JIEeBaHUS.
[Ipennonaraercsi, 4T0 KOMOWMHHpPOBAHHAsA Teparus
oOecrieunBaeT OOJNBIINI aHTUIIPOTECHHYPHUUECKUN
a¢dekt, yem monorepanus [90].Y nereir ¢ Al npu
XBI1 6Ge3onacHbIMH W 3PPEKTUBHBIMH  SIBIISIOTCS
JU3UHOTIPUI 1 3Hananpui (uarudutopsr AllD), 6u-
comporon (Oerta-1 aapeHepruyecKuil perenTopHbINd
Onokarop), amyoaunuH u (GenogunuH (OI0KaTOPhI
KaJIbIIUEBBIX KAaHAJIOB JUTHAponupuanHa) [93-95].

Jns  mocTikeHusT pekoMeHmoBaHHOW 1iemn A/l
<50-i mepuentuwis y nereit ¢ XbII ¢ nporennypueit
3a4acTyl0 OJIHOTO Ipernapara ObIBaeT HEIOCTATOYHO U
TpebyeTcsi MpUMEHEeHHEe HECKOJIBKO TpernaparoB [96].
Hcnonp3oBanne OUypEeTHKOB, OCOOCHHO THA3HUJIOB,
TIPE/ICTABISIETCS] ONTUMAJIBHBIM TIPH PETYIUpPOBAHUN
neperpy3Ku 00bemMa UiH KUAKOCTH. B pexomenanusix
JUISL B3POCTIBIX MPECTABIEHO, YTO THA3UIHBIN Jype-
tuk, nuaruoutop PAAC (MAII® nmu BPA) u Gnoxarop
KaJbIIMEeBbIX KaHAJIOB Oojee UIUTEIbHOTO JEHCTBUSA
PaBHBI B Ka4eCTBE areHTOB IepBoi JinHuu pu Al of-
Hako y nanueHToB ¢ XbII ¢ nporenHypueil edeHue
ciemyeT Hadath ¢ ucnonb3oBanus MATID [4, 97, 98].

Ha pannux cragusax XBII Tmazunbr MoryT OBITH
3¢ dEKTUBHBIMU, OJTHAKO WX dPPEKTHBHOCTH CHIKA-
ercst mocie Toro, kak CKd cranosurcs nmke 60 v/
muH/1,73 M2, u onn HedhdekTuBHb B IV 1 V cra-
nusax XBII, rae ay4imM BeIOOpOM sBIsieTCst Gypo-
cemu. JnypeTuku, BeposSTHO, OKa3bIBAIOT BIMSHUE
Ha 00BEM M MMEIOT HEKOTOpbIE HEMOCPEICTBEHHBIC
cocynucteie 3 dexTsr [99]. IlepBoHayanbHBIN -
(bEeKT THA3UIOB 3aKITI0YACTCS B YMECHBIICHUN H30bI-
TOYHOW 0OBEMHOW TMEeperpy3Ku BHE KIETKH U Cep-
JIEYHOTO BHIOpOCA, BO3MOXKHO, M3-3a YMEHbBILIECHUS
nepuQepuyeckoro COCyJUCTOTO COMPOTHBIICHUS,
KOTOPBII SBJISIETCS APYTUM BaXKHBIM BKJIATIYMKOM B
AJl. CnenyeT Takke OTMETUTh, YTO CHUXKEHUE AJ]
MIpU MPUMEHEHUU THA3UJ0B MOXKET 3aHATh HEKOTO-
poe BpeMs, CTaHOBSICh MAaKCUMAaJbHO BBIPAKEHHBIM
gepe3 4—6 Hen OT Hadana mpuema npemnapata [100,
101]. Wcnonp3oBaHUE THA3HIOB MOXKET IMPHUBECTH
K YBEJIMYEHUIO PUCKA THIOKAINEMHUH, OIHAKO, 3TO
MOYKET OKa3aThCsl TOJE3HBIM, MOCKOIBKY 3TO MO-
JKET KOMIIEHCUPOBATh THIEPKAITUEMHUIO, BEI3BAHHYIO
omokanoit PAAC [4].
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Taxum o6pazom, metoq CMA/I siBisieTCS HAMITYd-
UM MeToAoM it MoHuTopuHTa A/l v neteit ¢ XbI1
JUIS TIpeOTBpAIlEHUs] TPOTrpeccHpoBaHus 3aboJie-
BaHus. XbII u A" y nereli TeCHO B3aUMOCBS3aHbI U
BBI3BIBAIOT CHIKEHHE (DYHKIMU ToueK y jgereit. [Ipu
XBII y geteit AI' acto MacKupyeTcs, HEOpeaes-
€TCsl U HEOLIEHUBAETCS, B CBSA3U C YEM 3TO SIBIIACTCS
0c000 Ba)XKHBIM TIPHU JIGYEHUHU U peHonporekunu. Ha
ceropusmHuii eus MAIID, Hapsaay ¢ qpyrumu mpe-
maparamu, BiamsitonuMu Ha PAAC, sSBISIOTCS Hau-
Jy4YIIMMU JEKapCTBEHHBIMHU IperaparaMu Jils Jede-
Hust AI' u XBIL. Y gereit, 6onbabIX XBI1, HeoOX0mu-
MO H3y4aTh COCTOSIHUE OPraHOB MMILEHEH, TaK Kak
HX MOBPEXKJICHUE CHUXKAECT KaUe€CTBO KM3HU M 4acTO
HaHOCHUT OTPOMHBII BpeJl 3710POBBIO JETEM.
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ONCITUNMNOEMUNA KAK MATOTEHETUYECK W DAKTOP
MPOrPECCUPOBAHNA XPOHUYECKOW BOJTE3HM MOYEK
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PEDEPAT

B ctaTtbe npeacTtaBneHbl COBPEMEHHbIE CBEAEHUS O MAaTOreHeTUYEeCKOM PO HapyLleHUA oOMeHa NUMNUAOB U 3HAYEHUU
JIMNOTOKCMYHOCTM MPU NaTosiorMn noyek, crnocoBCTBYIOLLMX NPOrpeccMpoBaHuio HedponaTuin. BeisBneHHoe NoBbileHne
ypoBHs XC, TAT, JIMHIM, cHuxeHne koHueHTpauun JIMNBI B nnaame KpoBu Npu XpoHuyeckoi 6oneaHu noyek (XbBIM) conpoBo-
XAAeTCs 3HAYNTENbHBIMU CABUIraMu B COCTaBE Pas/iNyHbIX IMMONPOTENHOB, 0OYCNOBIEHHbIX UBMEHEHNSIMM B 9KCMPEeCcCcumn n
AKTUBHOCTM KJtO4EBBIX OEKOB 1 GEPMEHTOB, YHaCTBYIOLLMX B OUOCUHTES3E, TPAHCNOPTE, PEMOAENMPOBAHUM 1 KaTabonname
IMNUA0B 1 IMNONPOTEeVHOB. [JokazaHo, 4To gucnnuaemus npu XbBI1 BavsgeT Ha MOPHOPYHKLIMOHANIBHOE COCTOSIHME MOYEK,
CNocobCTBYS Pa3BUTUIO MPOLLECCOB NOYEYHOM IMMOTOKCMYHOCTU, OKa3blBas BO3AENCTBME HA CTPYKTYPHO-(PYHKLNOHANBbHOE
COCTOSIHME MOYEK, MHULIMNPYS OKUCINTENbHBIN CTPECC, CUCTEMHOE BOCNaNeHne, NOBPEXaAeHNEe COCYJ0B 1 HapyLUEHME Mpo-
LLeccoB perynauum. [1o HacTosLero BpeMeHn UCCNeA0BaHNs O 3Ha4YEHUU ANCINNUAEMWNIA, KAk NaToreHeTnyeckoro dakropa
bOPMMPOBAHUSA XPOHUYECKON 6ONE3HN NOoYeK, OCTaOTCS HEAOCTAaTOYHO NU3ydYeHHbIMU. ucperynaums aMnuaHoro oomexa,
NPVBOAALLAS K AUCAUNUAEMUM, ABNSETCHA YACTO HEAO0OLLEHEHHBIM OCNOXHEeHneM XBI1.

KnioueBble cnoBa: gucamnmaemmst, HedpOTOKCUYHOCTb, NUNNAbI, TMMONPOTENHbI, HEPPOCKNEPOo3
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ABSTRACT

The article presents current information on the pathogenetic role of lipid metabolism disorders and the value of lipotoxic-
ity in renal pathology, contributing to the progression of nephropathy. The detected increase in cholesterol level, TAG, LDL,
decrease in plasma HDL concentration in chronic kidney disease (CKD) is accompanied by significant changes in the com-
position of various lipoproteins caused by changes in the expression and activity of key proteins and enzymes involved in the
biosynthesis, transport, remodeling and catabolism of lipids and lipoproteins. It has been proven that dyslipidemia in CKD
affects the morphological and functional state of the kidneys, contributing to the development of renal lipotoxicity processes,
affecting the structural and functional state of the kidneys, initiating oxidative stress, systemic inflammation, vascular damage,
and dysregulation. To date, research on the significance of dyslipidemia as a pathogenetic factor in the formation of chronic
kidney disease remains insufficiently studied. Dysregulation of lipid metabolism, leading to dyslipidemia, is often an underval-
ued complication of CKD.

Keywords: dyslipidemia, nephrotoxicity, lipids, lipoproteins, nephrosclerosis
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B nHacrosmee BpeMs BO BCEM MHpE OTMEUaeTCs
YBEJIMUYEHHNE YHCIIA MAlMEHTOB C XPOHUYECKOM IMaTo-
JIOTHel MoYeK, Kak y JeTell, Tak U y B3pocibix [1, 2].
OnauMu 13 HanOoIee TSHKETBIX U paclipOCTPaHEHHBIX
3a00NIeBaHUN TIOYEK SIBISIIOTCA TyOyJIOMHTEpPCTULIU-
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anpHble Oome3nn mouek (TUBIT) m medpormaeckmit
cungpoM. Ilpu pa3BUTHUM JTaHHOM MATOJOTHUU OTMe-
YaeTcsl IIUTENbHBINA TEePHOT JIATEHTHO TPOTEKAIOIIe-
TO TIOYEYHOTO TOpakeHUsI ¢ (POPMHUPOBAHHEM CTPYK-
TYPHBIX H3MEHEHNH TOYeK W MOYeqHON ANCHYHKINH,
KOTOpPBIE YacTO HE BBIABIIOTCS MPH OOIIETPUHITOM
oOcieoBaHNY TaneHTa. B nmureparype Hemocrarod-
HO CBeZICHUH 00 0COOCHHOCTSX JIMTTHIHOTO TTPOMHIII
y TalWeHToB ¢ He(pomaTHsMH, MPOTEKAOIINMH Ha
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(one Hapymenuit oomMena. Bmecre ¢ Tem, uccrienona-
HUS TOKa3aTeNIeH JINTUAHOTO OOMEHA Y IETEH SIBIISIOT-
Csl TIEPCIIEKTHBHBIME ISl OTPEJICTICHUS] paHHUX OHO-
MapKepoB MaToJIOTUH TOYEK, MPOTEKAIOMNX Ha (oHe
MeTaloruecKux Hapymenuii [4, 5]. Exxeroano yacto-
Ta MOSIBJICHUS HEPPOTUIECKOTO CHHIIpOMA Y JIeTeH co-
CTaBJIsieT 2—7 HOBBIX ciiy4aeB 3a0oseBanust Ha 100 000
nereil. Y B3pOCIBIX HEPPOTHUECKUN CHHIPOM SBIIS-
eTcs dYallle BTOPUYHBIM M Pa3BHBAETCS BCIIEICTBHE
OCHOBHOTO 3a00JieBaHMs. YHHMBEPCAIBHBIM TPOSIBIIC-
HUEM WM OCIIO)KHEHHEM He()POTUUECKOTO CHHIpOMA
ABJSIETCS HapyIIEHUE JHUMUIHOTO OOMEHa, KOTOpoe
MIPUBOAMT K pa3BUTHIO qucaunuaeMuu [3]. Hamu mo-
kazaHo, uro npu TUBII, accounnpoBaHHOU C OXKMpe-
HUEM, CaxapHbIM JIHA0CTOM HMMEIOTCSI 3HAUYUTENbHbBIC
HapyIIeHns TUMUIHOro oomeHa [4, 5]. YcraHoBieHo,
YTO y MAIMEHTOB ¢ HedpomnaTthsiMu Ha (oHE BHCIIE-
PAIBHOTO OXXHMPEHHUS JIMMUAHBIA CIIEKTP ChIBOPOTKU
KpPOBH XapaKTE€PHU3yeTCs MOBBIIICHUEM aTepOreHHO-
CTH TIPH CHIKEHUH XOJIECTEpUHA JIUTIONPOTEHHOB
BBICOKOM TIJIOTHOCTH, YBETHUYEHHEM ChIBOPOTOYHBIX
TPUTITUIIEPUIOB, OOIIEr0 XOJeCTEpUHA, XOJIECTepruHa
JUTONPOTEHHOB OY€Hb HU3KOU TUIOTHOCTH [4, 5].
Jlunuasl BBIIOJHSIOT B OPraHM3ME LENBIA Pl
BaXHBIX (huznonorndecknx QyHkuuil. OHH SBISIOT-
CSl OCHOBHBIMHU CTPYKTYPHBIMH KOMIIOHEHTaMH OHO-
JIOTHYECKNX MeMOpaH, 00eCneunBaloT pe3epBHYIO U
SHEPTEeTHUYECKYIO (YHKIIMU, TPUHUMAIOT y4acTHE BO
BHYTPUKJIETOYHON M MEXKJIETOYHOM Nepeaaye Cur-
HaytoB. OqHako M30BITOYHOE HAKOIUIEHUE JIUIIUIOB B
KJIETKaX MOKET MPUBECTH K MOBPEKACHUIO KIETOK U
UX Tocaenyromeid nucpyHKkiuun. ITOT MPOIECC Mo-
Jy4YWJI Ha3BaHUE JUNOMOKCUYHOCHb, U OH MOXKET
3aTparuBaTb MHOTHE OpPIraHbl M CHCTEMBI, BBI3bIBAs
TUCHYHKIMIO TE€YEHHU, CEepAlla, CKEJETHBIX MBIIIIL,
SHAOKPUHHOTO aIlfapara IMoKeTyI0uHON Kele3bl.
O6mee copep)kaHue JMIKIOB B ITOYKE YellOBeKa
cocTaBiseT mpuMepHO 3 % oT ee Macchl. OCHOBHBIMU
MIpEICTaBUTESIMU JIUIHJIOB B TOM OpPTaHe SIBJIAIOTCA
dhochomunuaer (DJI), npuMepHO OHA IATAs YaCTh
npuxoautcs Ha Tpuaruimunepunsl (TAI) u oxo-
JI0 OJTHOM JECSTOH OT 0OIIero KoJM4ecTBa JIUMUIO0B
cocTaBIsIIOT cBoOoHbBIe kHUpHBIEe KHCIOThl (CXKK).
[Touka MOXET MCIIOIB30BaTh B KaYeCTBE NCTOUHUKOB
SHEPTUHM OTHOCUTENIFHO LIMPOKUH CIEeKTp cybcTpa-
TOB B 3aBHCHMOCTH OT MX JOCTYITHOCTH. MHUTOXOH-
JpUajbHOE [-OKHCICHHUE JKUPHBIX KUCIOT SBISIETCA
OCHOBHBIM HCTOYHHUKOM BbIpaOboTkn AT® B moukax,
0COOCHHO B IMPOKCHMANIbHBIX KaHaJIbLaX, KOTOpBIE
WCIIBITHIBAIOT BBICOKYIO TOTPEOHOCTh B HHEPIHH.
CBo0Oo/iHbBIE KUPHBIE KHUCIOTHI, TPAHCIIOPTUPYEMbIE
0 KPOBEHOCHOMY pYyCIy B KOMIUIEKCE C abOyMH-
HaMU, TOIVOIIAIOTCA TKAaHBIO TMOYEK MPU YYaCTUU

cnenn(pUIecKuX MEeMOpPaHHBIX OCITKOB — TPaHCIIOKa3
(CH36) u XKK-cazpBaromux OenkoB (FABP) [6].
Kpome 3Toro KieTkn MpOKCHMaJbHBIX OTAENOB IIO-
YEeYHBIX KaHAJIBIIEB MOTYT 3aXBaThIBaTh albOyMHUH —
cBs3aHHyo kupHyro kuciaoty (OKK) u3 kpoBoToka c
MOMOIIIBI0 PELENTOP-0TIOCPEIOBAHHOTO IHIOIMTO3a
anpOoymuHa [7]. OcTaeTcst 10 KOHIA HE BBISICHEHHBIM
BOIpOC 0 cyapbe 3Toro anbOymuHa. MMeroTcst naH-
HBIE O TOM, YTO OH MOYKET PACHICTUIATHCS B KIETKaxX
MIPOKCUMAJIbHBIX ITOYEYHBIX KaHAIBIEB, OTHAKO, €CTh
CBE/ICHUS, YTO albOyMHH MOXKET BO3BpAIlaThCs B
KPOBEHOCHOE PYCIIO IyTeM TpaHcuuTo3a [8]. Bricka-
3aHO TPE/IOJIOKECHUE, YTO TOBBINICHHAs (DUIBTpa-
nus anpOymuHa, TpaHcrnoprupytomiero CXK, wim
noBbimieHHoe  otHonrenue CXKK/anpOymuH moryT
CIOoCOOCTBOBATh Teperpy3Kke XKUPHBIMUA KHUCIOTaMHU
MIPOKCUMAJIBHBIX KaHAJIbLEB U TPOSBICHHUIO JIUIIO-
TOKCUYHOCTH [9]. AMBOyMHH B 3THUX YCIOBHSX Oy-
JIeT JeHMCTBOBATh KaK «TPOSAHCKUU KOHBY»: BBITIOJIHSIS
CBOIO (DPM3MOJIOTHUECKYIO (PYHKIIUIO MO pereHepannun
anpOyMuHa, OH OyneT moctamiarh n30biTok COKK B
MIPOKCUMAJIbHBIE KaHAJBIIbI, CO3/1aBast IOTIOJHNUTENb-
HYI0 Harpy3ky Ha modeyHyro TkaHb [10]. M306bITOK
CXKK, moctynaronmx B MOYKH, HCTOIB3YETCS IS
cunTe3a TpuarmimmuepruHoB (TAI), xoropeie oT-
KJIaIbIBAIOTCS] BHYTPHU KJIETOK B BHJIE JIUIHIHBIX Ka-

© nosbiwenne anbbymuros

e MNoBblweHwWe
OTHOLWEHMUS
BHK/anbbymuHbl

PeuenTopHbIi
3HAOUWTO3

MuToxogpuanb
-HOE OKWUCNEHKE
TOKCH4YHbIE
AV
§ v metabonnTel

v
BXKK

Pacnag,
BO ak

Tpaucywnros
0 Aucnunuaemus ¢ BbICOKAM
copepxanuem BHKK

Puc. 1. MNocTynneHne BbICLLUNX XUPHbIX KUCIOT B KNETKM NPOKCU-
MaJibHbIX KaHaJibL,EB 1 POJ1b a}'lb6yMI/IHa KaK «TPDOAHCKOIro KOHSA»
[10].

Figure 1. Entry of free nonesterified fatty acids into proximal tubule
cells and the role of albumin as ‘Trojan horse’[10].

57



ISSN 1561-6274. Hedponorusa. 2019. Tom 23. Ne5

ISSN 1561-6274. Nephrology. 2019. Vol. 23. Ne5

Kuapasie I'ayraman
KHCJIOTEI

AnaiKoA \—» NH,*

Cayramat
Acetyl-Co-A
Iponaonnn-KoA l / Ezonmar\ \ NH 4+
IarpaT O~ KeTOorayTapaTt
/ T
KPEBCA
Oxcanoanerart CyxnaaanKoA
Mamnat CyknaHaT

N ——

Puc. 2. TopmoxeHne nporecca ammoHnereHesda CXK B no4kax
npwv XBI [10].

Figure 2. Inhibition of ammonia process of FFA in the kidney with
CKD [10].

nesb. DTH 3alackl 3HEPTUU OBICTPO MOOMIH3YIOTCS
pu ACPUIMTE IHEPTETUYSCKUX CYOCTPAToOB B I0Y-
kax. BmecTe ¢ Tem, 1OCTOBEpHBIC NaHHBIE O CUHTE-
3¢ JIMIUJIOB U3 CyOCTPaTOB HEJUIHIHOW MPUPOJIBI, a
TaK¥Ke 00 SKCIOPTE JUIMHJIOB U3 MOYEK OTCYTCTBYIOT.

B 1860 r. BuepBbIe Mpeanoa0KEHUE O B3aUMOCBSI-
3W MEX]y HaKOTUICHHUEM JIMITUIOB ¥ 3a00JICBaHUIMU
movek ObuTO BhICKazaHO P.BUpXoBBIM, KOTOpBIHA OXa-
pakTepu30Baj GKUPOBOE MEPEPOKACHUE TMOUCTHOTO
SMUTEIUS KaK CTAIUI0 Pa3BUTHUS IIIoMepyIoHe(hpH-
Ta (0one3nu bpaiita). B 1982 r. J. Moorhead u coasr.
MPEJUIOKUIN THIIOTE3Y HehpPOMOKCUYHOCIU JTATIH-
JIOB U BBICKA3aJIM KOHIEMIHUIO O KOMIICHCAIIMOHHOM
CHUHTE3€ JINTIOMPOTCHHOB B TMEUCHU B OTBET Ha IKC-
KpeIuio allbOyMHHA C MOYOM, TPUBOIAIIMX K TIPO-
TPECCUPOBAHUIO 0OJIE3HEH MOUeK.

B Hactosimiee Bpemst MHOKECTBO IKCIIEPUMEHTATb-
HBIX JTAHHBIX CBUJCTEIBCTBYIOT O B3aMMOCBS3H JHC-
(byHKIIUM 1TOYEK U HAKOILJICHUH JIMIUIOB B 3TOM Opra-
He [11, 36]. Haubosnee 4yBCTBUTEILHBIMH K HAKOTLIC-
HUIO JIMITUIOB SIBJISIFOTCS KITyOOUKHU MOYEK U TTOYCUHBIC
KaHaJbIlbl. BMecTe ¢ Tem, naHHBbIE, CBUICTEILCTBYIO-
IIMe O BIUSHUUA M30BITKA JIUIHJIOB B IMOYKaX Ha MX
(hyHKIIUIO Y JTFOJICH, HEMHOTOYHCIICHHBI. JIMIOTOKCHY-
HOCTb, KaK BeAyIIUil (HaKTOp B Pa3BUTHH TOYCUHON
JUCYHKIIMA HEe(PPOTHUYECKOTO CHHIPOMA, OOBSCHS-
ercst TeM, 4to u30bITok CXKK B mouke siBisiercst mpu-
YUHOW HAKOIUICHUS B HUX MOTCHIIUATHHO TOKCHYHBIX
MeTabonuToB: ari-KoA, nuanwimunepuHos (1AL
[11,12]. TAT He sBIsAIOTCS CaMU 10 ce0¢ TOKCUUHBIMH,
HO oHH ciykar pezepyapamMu CXKK. B HopmanbHbIX
yenoBusix JKK momanaroT B KISTKH MPOKCUMATIbHBIX
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KaHAJIBIEB Kak ¢ Oa3omarepaibHOM, TaK U C alriKaib-
HOU cTOpoH. B 3aBucHMOCTH OT moTpedHOCTEl oueK
B sHepruu KK BnusioT Ha mporeccsl B-OKHCIeHUS
mnn Ha cuHTe3 TAIL Ilpy M30BITOYHOM MOCTYIIICHUN
B KJIETKH MoueuHbIX KanabiieB COKK mpoucxomut me-
perpyska kinetok CXKK, uTo mpuBeneT k mposBICHUIO
JUTIOTOKCUYHOCTH, Tak Kak koHIeHTparwst COXKK mpe-
BBICUT CIOCOOHOCTh MHTOXOHJAPHH K [3-OKHCIICHHIO
9tux KucioT [10]. JIMMOTOKCHYHOCTD U TTOBPEKICHUE
KJIETOK TIOYEYHBIX KaHaJbIIEB B 3THX YCJOBUAX 00y-
CJIOBJICHBI, TIPEX/IE BCEro, T€M, YTO MPOUCXOAUT Te-
Hepanus aKTUBHBIX (OpM KUCIIOPO/a, MPUBOJISIIAS K
HapYIIEHUIO CTPYKTYPbl BHYTPUKIETOUHBIX OpTaHesll,
BHYTPHKJICTOYHBIX CHUTHAJIBHBIX MYTEH, BBICBOOOX-
JICHUIO TIPOBOCHAIIMTENBHBIX M MPOPHOPOTHYCCKUX
(axTopoB. MITOromM Bcex 3THX MPOLIECCOB MOXKET OBITH
arionTo3, BBI3BAHHBIN JIUIHUIAMHU (JUroanontos). Jiu-
MUIHAS TIeperpys3Ka IMoueK CIoCOOCTBYET CHHKESHHUIO
CKOPOCTH TIPOIIECCOB aMMOHHOTeHe3a B MOYKaX, TaK
kak n30biTok C2KK MOKeT KOHKYpHPOBATh C IITIOTaAMH-
HOM 3a ucnonb3oBanue ero B [{TK B kauecTBe MUTO-
XOHAPUATBHOTO cyOcTpata. B 3Toii cutyanun n30sITok
ari-KoA TOpMO3UT BKITIOYEHHE O-KETOITyTaparta,
obpasyromerocst u3 rmrotamuaa B LITK [10], mpuBo-
JAIIUX K CHIKEHMIO BhIpaboTku NH, " (puc. 2).

VY NanueHToB ¢ XPOHUYECKUMHU 3a00JeBaHUAMU
MOYEeK OTMEYAIOTCS BhIpaKeHHbIE M3MEHEHN S KaK Me-
TaboJM3Ma JIMIUIOB, TaK U 0OMEHa WX TPAaHCIOPT-
HBIX (OpPM — JIMIONPOTEHHOB. [Ipu 3TOM B KpOBH
MIPOUCXOANT YBEITMUEHNE KOHIIEHTPAIUX KaK O0IIEeTo
xonecteposna U TAI, Tak U U3MEHEHUE JUIONPOTEU-
HOBOI'O CIIEKTpa KpOBU. B OCHOBE 3THUX HM3MEHEHMI
JIe)KaT HapyIICHUs, CBI3aHHbBIE C DKCIIPECCHel U aK-
TUBHOCTBIO KIJIFOUEBBIX OEJKOB, YJaCTBYIOIINX B Me-
TaboJIM3Me JIIONPOTEenHOB: aro A, B, C, E, pepmen-
toB 'MI'-KoA-penykrasel, JIXAT, a Takxke perenro-
POB K JunonporenHaM HU3Ko# rmiotHocty (JITTHIT) n
JUMONpOTenHaM BbIcokoi tuioTHOCTH (JITIBIT). Jlu-
MOTIPOTEUHBI SBJISIOTCS OCHOBHBIMH MTEPEHOCUYNKAMU
JUIMUAOB B KpoBU. /IBe OCHOBHBIE ()OPMBI JIHUIHIOB,
nupKynupytomme B kposu: TAI u xonecrepos yma-
KOBaHBI C TTIOMOIIIBIO AITOJIUIIONPOTEHHOB B POCOITH-
MUI0B B JIUTIONPOTENMHOBBIE KOMIUIEKCHI, OCHOBHBIMU
U3 KOTOPBIX SABJSIOTCS XHJIOMUKPOHBI (XM), numo-
MPOTEUHBI 0OYeHb HU3KoU tioTHOCTH (JITIOHII), mu-
nonpoTenHsl HU3Kou tiotHoctH (JITTHIT), munomnpo-
TeWuHbI BICOKOH otHoctu (JITIBIT).

CpaBHUTENBHBIN aHAIN3 Pe3yIBTaTOB U3yUeHUs JIH-
NATHOTO MPOQHUIIS Y TAIMEHTOB C TYOYJOMHTEPCTHIIN-
TLHBIMH He(pONaTUsIMHU (XPOHHYIECKHI TyOyTOMHTEp-
CTUIMATIBHBIA HEe(DPUT, XPOHUYCCKHH MHETOHEPPHT,
HehPOTUTHA3) HE BBISIBIUT JOCTOBEPHBIX PA3IMIUI TIO-
Kazaresniei B 3aBUCUMOCTH OT HO30JI0THH (Tabm. 1), uto
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MO3BOJIMJIO PAacCMarpuBarh JeTel ¢ HedpomuTnasom,
XPOHUYECKUM TYOYJIOMHTEPCTUIINATBHBIM HE(DPUTOM U
XPOHUYECKHUM MTHETOHEPPUTOM B 00IIIEH TpyIIIe maru-
€HTOB — TyOYJIOMHTEPCTUIHAIIbHBIC He(poraThu.
JlokazaHa OJHOTHITHOCTh M3MEHEHHH IJIUIIHTHO-
ro npouiIst U yrIeBogIHOrO OOMEHa Y MAIlMEHTOB C
BUCIICPAJILHBIM OKUPEHHEM 0e3 MaTOJNOTMH TOYeK
U Jeredl ¢ HedpomaTusMu Ha (OHE BUCIEPATHLHOTO
oxupeHus. JloCTOBEpHOE TIOBBIIICHUE YPOBHS TPH-
IJIUIEPUIIOB B CHIBOPOTKE KPOBHU, OOIIEro XojiecTe-
pHUHA, XOJEeCTEepUHA JIMTIONPOTEUIOB OYE€Hb HHU3KOM

wiotHoctH (XC JITIOHII), nanexca areporeHHoCTH,
CHIDKEHHE XOJIECTepPHHA JIMIIOMPOTENIOB BBICOKON
wiotHoctu (XC JITIBII), a Taxke HapyuieHue Toje-
PaAHTHOCTH K IVIFOKO3€ BBISBICHO Y jAereil ¢ Hedpo-
narusiMu Ha (poHe BUCHEpaTBHOTO OXHpeHus. [Ipu
9TOM y TIAlIMEHTOB ¢ HePOMaTHSIMU 0€3 OKUPEHHUS
ToKa3aTes Iy JIUIHUHOTO CIIeKTpa KPOBU U YTJIEBOTHO-
ro oOMeHa OBUTH B TIpenesaXx HOPMEI.

[Tpu HEDpOTHYECKOM CHHAPOME MPOUCXOJHT T10-
Boimenue B kposu JIIIOHIL, JIITHIIL, a takxke xone-
crepona. [IpruunHa 3TUX HapyLIEHUH, B IEPBYIO OYe-

Tabnuua 1/ Table 1

CpaBHUTeNbHasA XxapaKTepucTuKa JIMNUAHOro, yrneBogHoro oomeHa u ypoBHS
CbIBOPOTO4YHOrO ienTuHa y nauneHToB ¢ TUBI (co6cTBEHHbIE faHHble)

Comparative characteristics of lipid, carbohydrate metabolism and serum leptin levels
in patients with TIBP (own data)

MapameTpsbl XpoHuyecknin TUH, XpoHuyecknin HedponuTtnas, p

n=10 nuenoHedput, n=24 n=16
XC nBn M 2,73 2,55 2,9 >0,05
(Mmosb/ 1) 95% N 2,71-3,01 2,4-2,98 2,1-3,12
XC HN M 2,99 2,76 1,99 >0,05
(Mmonb/ ) 95% N 2,78-3,05 2,2-2,99 1,22-2,4
XC JIOHN M 0,36 0,26 0,4 >0,05
(Mmon/N) 95% M 0,32-0,41 0,16-0,31 0,4-0,56
O6wwnin xonectepuH M 3,55 3,2 3,6 >0,05
(Mmonb/N) 95% M 3,2-4,1 3,0-3,6 3,1-4,0
Tpurnuuepunasbl M 1,22 1,01 1,55 >0,05
(MmOnb/n) 95 % [ 0,9-1,53 1,01-1,6 1,25-1,9
KoadpuumneHT M 2,01 1,5 2,6 >0,05
aTeporeHHocTn 95 % U 1,99-2,4 1,1-1,7 2,1-3,02
[niokosa M 4,26 3,8 3,66 >0,05
(MMOn1b/) 95% M 3,8-4,55 3,3-5,0 3,3-4,9
JlenTtuH M 16,01 17,05 18,01 >0,05
(Hr/mn) 95 % U 16,0-17,2 16,8-17,6 16,7-18,9
Mpumeyanme. CTaTUCTNHECKN 3HAYMMBbIE PA3NIN4MS He BbisBieHbl (p>0,05).

Tabnuua 2 / Table 2

CpaBHuTenbHas xapakTepucTuka nokasaTtesieit IMNMAHOro crnekTpa y nauMeHToB
c HedponaTUaMu B 3aBUCUMOCTU OT HAZIM4US BUCLLEPasIbHOIO O)XXKUPEHUS (COOCTBEHHbIE AaHHbIe)

Comparative characteristics of lipid profile in patients with nephropathy,

depending on the presence of visceral obesity (own data)

MapameTpsbl MaupneHTbl ¢ HedponaTusaimMmn Ha hoHe | MNaumeHTbl c HedponaTuamu 6e3 | p
BUCLLEPAIBHOIO OXUpeHust, =50 oxupenus, n=50

Xc nBn M 1,54 2,43 <0,05

(Mmonb/n) 95% M  [1,19-1,90 1,95-2,90

XC JIHN M 6,49 2,87 <0,01

(Mmonb/n) 95% M | 2,88-6,55 2,65-3,09

XC JIOHN M 1,44 0,46 <0,05

(Mmonb/n) 95% M |0,55-1,65 0,25-0,67

O6wunin xonectepuH M 6,91 3,62

(Mmonb/n) 95% AN | 4,82-7,12 3,19-4,05

Tpurnuuepuabl M 3,02 1,44 <0,01

(Mmonb/n) 95% M  |1,22-3,45 1,04-1,84

KoadpduumeHT ateporeHHocTH M 4,49 2,01 <0,05
95 % On 2,54-5,46 1,66-2,36

MNpumeuanre. p<0,05 — pa3nuuns 4OCTOBEPHLI MO CPABHEHWIO C NaLMeHTaMuy ¢ HedponaTusamm 6e3 oxnpenns; IV — noBepuUTENbHbIN

VHTEpBaJl.
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penb, CBsA3aHa HE C TIOBBIIIEHHBIM CHHTE30M JaHHBIX
JUMOMPOTEHHOBBIX KOMIUIEKCOB, a C HapyLICHHEM
rX MeTadoiau3Ma U, B YaCTHOCTH, CO CHIKCHHEM aK-
TUBHOCTU (pepMmenTa numnonporenunumnassl (JIILJT) B
SHJIOTENIMU U TIepU(DEPUYCCKUX TKAHSAX, TAKUX Kak
MBIl U KupoBas Tkaub [10]. YcraHoBIEHO, 4TO
Ha PaHHUX CTAAMSIX XPOHUYECCKUX OOJIe3HEH MOYeK
(XBII) moBemmaercst ypoBeHb TAI' mma3smsl Kpo-
BU, JIOCTUTasi MaKCHUMaJbHBIX 3HAUE€HUI y OOJBHBIX
¢ HedporuueckuM cuHapoMoM [9,11]. OcHOBHBIM
nctodHukoM TAI' B KpOBEHOCHOM pyciie SIBISIOT-
ca JIIIOHIL. OTm nMIonpoTenHOBBIE KOMITJIEKCHI
00ecneynBaloT JAOCTaBKY JKHPHBIX KHCIOT B TMEpHU-
(bepuueckre TKaHH, B TIEPBYIO OYEPEb, MBIIIIBI U
KUPOBYIO TKaHb. JKHpPHBIE KUCIOTHI, TOCTyMAIOIINe
B KpOBb, 00pa3yiorcs B pesynbrare rupponnza TAD
JITIOHII nox netictuem depmenta JIIJI.

JITIIJI — »TO (pepMEHT DHIOTENIUS COCYIOB, KOTO-
peiii ruaponusyetr TAIT xunmomukponos u JIITOHII.
OTOT (EepMEHT COACPKUT TOJNOKHUTEIBLHO 3apsi-
JKEHHbIE TeMapUHCBA3BIBAIOIINE JIOMEHBI, C TIOMO-
IIbI0 KOTOPBIX OH CBA3BIBAETCS C OTPULATEIHHO
3apsSOKEHHBIMM  TIPOTEOIVIMKAHAMU — TeMapUHCYIIb-
(haTa B TIMKOKAJIMKCHOM TMOKPBITHH KPOBEHOCHBIX
cocynoB. B oOpa3zoBaHuM 5TOM CBSI3W YYacTBYeT
DIMKO3HUI(POChaTHIMITHHOZUTONI-CBSI3bIBAIOIINIT  Oe-
nok 1 (GPJHBP 1), aktusatop JITIJI [11]. YcTanosne-
HO, YTO Y MAIMEHTOB C HE(PPOTHIECKUM CHHIPOMOM
(hyHKITHS 3TOTO OeNKa MOJaBISIETCS, YTO CIIOCOOCTBY-
€T pa3BUTHIO TUNIepTpunIniepuaemun [11].

CBoil HeraTMBHBIN BKJIQJ B pa3BUTHE THIIEPTPHU-
DIUIEPUIEMUA BHOCUT Takke Oemok ANGPTL-4.
DTOT 6e70K B KPOBEHOCHOM PYCJIe HAXOJIUTCS B TEC-
HOW CBA3U C AHTHONO3TUHOM. [Ipu MHOBBILIEHUH B
kpoBH ypoBHs CXKK stor 6enox marudupyet JIITJI
100 MyTeM MPEBPAIICHUS] aKTHBHBIX JUMEPOB (ep-
MEHTa B HEaKTUBHBIE MOHOMEPHI, JIN0O AEUCTBYS KaK
00paTUMBI HEKOHKYPEHTHBIN MHTHOWUTOP JTAHHOTO
(epmenTa. Pa3BUTHIO THIEPTPUITTHLIEPUAEMUN TIPU
HE(POTUIECKOM CHHJPOME CIIOCOOCTBYIOT TIOBBI-
[IEHHAs TPOHUIIAEMOCTD TIIOMEPYJISIPHON 0a3albHOMN
MeMOpaHbl M CHUKEHHE AaKTUBHOCTH IE€4EeHOYHON
nunassl. Poib 00raThIX TpHALMITIAIEPUHAME JIATIO-
IIPOTEHHOB B IPOTPECCUPOBAHUHN 3200JIEBaHUS MTOYEK
OKoHYaTenbHO He BhiICHeHA [10]. Ilpenmomaraercs,
YTO MEXaHU3M 3TOH B3aMMOCBS3H JIOJIKEH BKIIIOYATh
MpOIecC TOIVIONICHNUS JHUIHUI0B KJIETKaMHU TOYeK U
nunorenes de novo [12]. IloaTBepkIeHUEM JTaHHO-
r0 TPEATNONOKEHUS CIY)KUT TOT (AaKT, 4YTO MpPU He-
(poTHUecKOM CHHIpPOME OTMEYAeTCs IOBBIIIEHHAS
IKCTIPECCHSI KITFOUEBBIX (PEPMEHTOB, YYAaCTBYIOIINX B
OMOCHHTE3e )KHUPHBIX KUCIIOT, BKITIOUast aneTmi-KoA-
KapOOKCHIIa3y, U CHHTE3€ KUPHBIX KUCIIOT.
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Bce 310 crioco6cTByeT HakoIuIeHuIo B KpoBU TAT
3a cyeT HapylIeHHUs MPOIecCCOB MeTaboym3Ma JIH-
MOIIPOTENHOB TIPH HEPPOTUIECKOM CHUHIpoMe. BbI-
pakeHHas] THMEPTPUTITMLIEPUIEMHUS SABIAETCS Bax-
HOH JIMMIUIHOW aHOMANHEeH y MaIMeHTOB ¢ Hedpo-
THYecKkuM cuHapoMoM. M36srtox JIIIOHII B xpoBu
CTUMYIIUPYET BbIPaOOTKY LMUTOKMHOB, TaKHX Kak
XEMOTaKCHYECKUN 0esok-1 MOHOIUTOB, YTO MPUBO-
JIUT K TIOBBIIMICHUIO ajre3un MoHOIUTOB [12]. Bo-
raTtele TPUIIMIEPUIAMHU JIUIIONPOTEHHBI, TaKUe Kak
JITIOHII, oGmamaroT areporeHHBIMH CBOMCTBAMH U
YBEJIMYMBAIOT PUCK PAa3BUTHS HapyLIEHHH CO CTOPO-
HBI CEPJICUHO-COCYTUCTOM CHCTEMBI.

[Ipu HeppoTHIECKOM CHHPOME OTMEYAIOTCs yCH-
JICHUE CUHTE3a U TOpMOkeHne karadomusma JITTHIIT
[11, 12]. I[Ipu 3TOM B KpOBH MallMEHTOB HabOIIOaeTCA
yBEeJIMYeHHE KOHIIEHTpAIK XojecTeposua. OnHoil u3
TIPUYUH 3TOTO COCTOSTHUS SIBJISI€TCS TIOBBIIIEHHAS 3KC-
npeccus (PCSKY), npuBossimas K yCuiIeHHoM gerpa-
nauuu peuentopoB JIITHIT u cHukeHuro momiolie-
HUA X nedeHsio [11, 12]. ['unepxonecTeponaemMust u
noBbIIeHHbIH ypoBeHb JITTHIT MoryT ObITh BBI3BaHBI
MOBBIIIEHHON 3KCIPECCUEN U aKTUBHOCTHIO alleTHJI-
KoA-aneruntpancdepasst 2 neuenn (ACAT 2), uto
MIPUBOJUT K YCHIJIEHHUIO 3TepUPHUKAIINU XOJECTeposia
Y CHIKEHHIO YPOBHS BHYTPUKIETOYHOTO CBOOOTHO-
ro xonecrtepona. Kpome 3TOro, mMmerorcs 3Kcrepu-
MEHTAJIbHBIE JIaHHBIE, CBUJETEIHCTBYIOIINE O TOM,
YTO MPU HEPPOTUYECKOM CHHAPOME IMOBBIIIAETCS
CHHTE3 DHJIOTEHHOTO XOJecTepojia 3a CUeT aKTHBa-
mn pepmenta [MI'-KoA-pemykrassi [11].

Cornacuo Teopunt Moorhead et al., mpu runepinu-
MUAEMAN ME3aHTHAIIbHBIE KJIETKH, UMEIOIIHIE perer-
topbl K JIITHII, CBA3BIBAIOT 3TH JMIIONPOTEUHOBLIE
KOMIUIEKCHI U OKUCIIAIOT UX. DTOT MPOIECC 3aycKa-
eT Kackaj peakiuid BBIPA0OTKH IIUTOKUHOB, CTUMY-
JUPYIONIMX TMpoNUQepaluio Me3aHTUsl U Pa3BUTHE
roMepyiockiepo3a. OJHOBPEMEHHO CHUKAETCS BbI-
paboTKa MPOTEOrTMKAHOB M KOJUIAr€HOINTHYECKHX
(epMEeHTOB, PEryIUpyOIKX 00pa3oBaHUE MeE3aH-
THaJbHOTO MAaTPHKCA, OCJIAOJSIOTCS (paroruTapHble
CBOICTBA ME3aHTMOLIMTOB, ME3AHTUH IIEPErPyKACTCS
MaKpOMOJIEKYJIaM{ JIUTIONIPOTEHHOB. Jlumomnporen-
HBI, HAKAIUTMBAIOIHECs B Oa3aabHOM MeMOpaHe Kiie-
TOK, CBSI3bIBAIOT OTPULIATENHHO 3apsHKEHHBIE TIIMKO-
3aMUHIIMKAHbI U HEUTPaIU3yIOT UX 3apsil, OBbIIIAs
TEM CaMbIM MPOHHUIIAEMOCTh MEMOpaH /1151 OCJIKOB.

unepnumnuaeMust pH JIFOOBIX HEPPOMATHSIX YCKO-
pseT TPOrpeccHpoBaHME IMOYEYHOH HEJ0CTaTOYHO-
CTH, TIPHYEM CKOPOCTh IPOTPECCHPOBAHUS 3aBHCUT
OT ypOBHS 00IIEro xoJjecTeposna mia3msl KpoBu, TAT,
JIITOHII, JITIBII. Tak, U3BeCTHO, YTO KJacCHYECKas
qucaunuaemus, cBsizanHas ¢ XbII, xapakrepusyercs
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HE TOJIBKO MOBBIIIEHNEM KOHIIEHTPAIMH aTePOTeHHbIX
JIUNIU0B, HO U CHUKeHueM ypoBHs JITIBIIL.

JIIIBII sBASAOTCS OCHOBHBIMU JIMIIOIPOTEHHAMM,
o0ecreynBaroIMMI OTTOK XoJecTepoyia u3 mnepude-
pUYECKUX KIJIETOK B TE€HaTOIUTHI. DTO IeTepOreHHbIH
KOMIUIECKC YaCTHII, BKIIIOYAIOIIHA B cebst Oenku, (oc-
(domunup, XoIecTepolt 1 HeOonbime aMpudUILHBIC
W JIUIMOQUIBHBIE MOJICKYJIbI, KOTOpbIE 00eCIIeUHBAIOT
B3aumojeiicteue JIIIBII co MHOrMMM pa3inyHBIMU
KJIETKaMH, BKJIIOYAs TeNaToOLUThl, 3HIOTETHOIUTEI,
A/IMTIOLUTHI, KIETKH TOKETYI0YHON >Kene3bl, CKe-
JIeTHBIE MBIIIIIBI U Makpodaru. Kpome nHmykiuu 00-
parHoro Tpancnopta xonecrepona, JINIBIT obonanator
MHOYKE€CTBOM JIPYTHX MOTEHLIHUAIFHO TIOJIE3HBIX (PyHK-
LU, BKITIOYAIOUIMX aHTHOKCHJIAHTHBIE, TIPOTUBOBOC-
MaJUTENbHBIE, AHTHTPOMOOTHYECKUE, aHTUAITONITOTH-
YECKHE CBOMCTBA, a TAKXKE COCYIUCTHIC 3alIUTHBIC Y-
(bexTBI, MPEOTBpAIIAIONINE PAa3BUTHE SHIOTENHANb-
uoit mucynkiun [13]. XBII camxaer yposens JITIBIT
ITyTEeM TOPMOXKEHUS MPOIIECCOB CHHTE3a ATUX YaCTHIL
C OTHOBPEMEHHBIM MOBBIIIEHHEM CKOPOCTH IPOIeCc-
coB ux nerpagarmu. GakropaMmu, criocoOCTBYIONIMMU
cHwkeHuto ypoBHs JIIIBII, sBisiroTCs yMeHbIIEHUE
9KCTIPECCUU T€HOB aroA-2 W XpOHHYECKOE BOCTase-
uue [13]. B memoM psifie SKCIEpUMEHTATBHBIX U KJIH-
HUYECKUX MCCIIE0BAaHUN HE OBLIO yCTAHOBJIEHO Tpsi-
MOH cBs13u Mexy HU3KuUM yposHeM JIIIBII u cmep-
tHOCTBIO Tipu XbI1 [14]. Bmecte ¢ Tem, ipu XbI 1 mpo-
HCXOMIAT UEINBIN Psil M3MEHEHUH, Kacarouxcs OesKo-
Boro u JunugHoro kommnoneHToB JITIBII. ITossnseTcs
Bce OOJbIle JO0KA3aTelbCTB, CBUICTENbCTBYIOMINX O
oM, 4yTo XBII He Tonbko Bausier Ha yposeHs JIIIBII,
KOJIMYECTBO 3THX YacCTHIl B KPOBH, HO U BO3JCHCTBYET
Ha UX COCTaB, (PyHKIIMH, CIIOCOOCTBYET (hOpMHUPOBa-
uuto anomanbHBIX JITIBII [14]. B HacTosee Bpems B
OOJIBIIIMHCTBE UCCIIEOBAaHUN YCTAaHOBICHO, YTO U3ME-
HeHus B nporeome JIIIBIT npu XBIT aBnsrorcs Beny-
IIMMHU B Pa3BUTUU JAHHOW martojoruu. B yactHocTH,
HaOMIOMAaeTCsl 3HAYMTENIbHOE YBEIWYEHHE YpPOBHEH
anoA-I, amoB, amoC, amoE, JlII-accommumpoBanHO#
dochonmumnaspr A, a TakKe INOBBILEHHE COOTHOLIE-
uus arnoC-11I k amoC-II. OcobeHHo pe3ko Bo3pacTaeT
B coctaBe mporeoma JIIIBII conepikanue amoA-IV,
TPEThEro Mo pachpocTpaHeHHocTH arooenka JIITBIT
[16]. OnHOBpPEMEHHO OTMEYACTCSI CHIKCHHUE KOHIICH-
Tparmu anoA-II, anoM, amoA-I, mapaokcanassr [13].
OmauM u3 Hamboee 3aKOHOMEPHBIX M3MEHEHUH, Ha-
omonaembix B ipoteome JIIIBII y marmmentoB ¢ XbI1,
ABJISIETCS YBeNn4YeHue ypoBHI SAA — CBIBOPOTOYHOTO
ammonaa A. O6oramenue JITIBII SAA npuBogut
BBITECHEHMIO U3 npoTeoma anoA-I u PON , uto mpu-
BOJIUT B UTOTE K CHIKEHUIO aHTHOKCHIAHTHOM 1 TIpo-
TUBOBOCHAanUTeNbHON akTuBHOcTH JIIIBIL. VYpoBHUM

JinBn B HOPME

JinBn nPu Xsen

Q@ TAT <@ anoAl &3, CUMMETPUYHBIA
AMMETUNIAPTUHVH
9 XC < anoAll CbIBOPOTOYHbIF amunong A
D Mapaokco- & anoAlV S mogudukaums
Hasa-1 A anocll

Puc. 3.M3ameHenne coctasa JINBIM npu XBI1 [17].
Fig. 3. Changes in the composition of HDL in CKD[17].

atoro Oenka B cocrase JI[IBII xoppenupytot ¢ npoTu-
BOBOCHAJIUTEIbHON aKTMBHOCTBIO ATUX KOMILJIEKCOB:
4yeM BbllIe copepxkanue storo Oeinka B JI[IBII, Tem
HIDKE TPOTHUBOBOCTIAIMTENIbHASL aKTUBHOCTh JITAHHBIX
JuronpoterHoB [16]. U3MeHeHus: 0eIKOBOro cocrapa
JITIBIT npu XBII conpoBOXKIatOTCS TAKKE IOBBILIIE-
HHEM KOJIMYeCTBa METHJIMPOBAHHBIX OEJIKOB, B YacT-
HOCTH, YBEJIMUYCHHUEM B COCTaBe OEIKOBOW OOOIOYKH
CUMMETPHYHOTO JuMeTriapruania (SDMA), cTpyk-
TYpPHOTO M30Mepa ACUMMETPUYHOIO AUMETHIapIHHU-
Ha (AJIMA).

Beicokuii ypoBenb stux MmerabonutoB B JIIIBII
ABIseTcs (PAKTOpOM pHCKa Pa3BUTHS CEpACYHO-
COCYIHUCTBHIX 3a00JeBaHMN W HapylIeHHs (QyHKLIUH
nouek [17, 37]. SDMA-conepxarue JIIIBIT moryT
BCTyHaTh BO B3aUMOJIEHCTBHE C pELENTOpaMHu 3HJI0-
temotuToB (TLR,), crumymupys HAJID-3aBucumyro
NPOAYKIMIO aKTUBHBIX (popm kucnopona (ADK) u ox-
HOBPEMEHHO MHTHOUPYS BBIPAOOTKY SHIOTEIHAIBHO-
ro okcuza aszora [18]. Bce 310 MoxeT criocodcTBOBaThH
Pa3BUTHIO SHAOTEIUATILHON TUC(YHKIMH U IPOrpec-
CHPOBAHUIO MOpakeHust mouex [19].

[Touku MoryT GuIBTpOBaTH, peabcopOUpoOBaTh
BeLiessATh ¢ Mouoi JITIBIT u ux kommnoneHTsl. TpyO-
Yarble AMUTETHAIbHBIE KIETKH HMEIOT PEeLEeNnTOphI
(KyOMJIMH M METaJINH), a TaKKe OCTIKU-TPaHCIOPTEPHI
(ABCA, u SRBI), obecneunBaronue BO3Bpar B Kpo-
BEHOCHOE pyciio anonporenHos u JINIBII. IIpu yua-
CTHUM MEXaHU3MOB IHJIOIIMTO3a B KPOBOTOK BO3Bpa-
marorea arnoA-I u JIIBIIL. ITpu XBII npoucxonut
aktuBHas ¢unsrpanus JIIIBII 1 ux KOMIOOHEHTOB B
Mouy. PaHHee moBpex/ieHNe MOUYeK COIPOBOXKAAETCS
YBEIUUYCHUEM B MOU€ KoHIIeHTparuu arnoA-4, JIXAT,
YTO JIa€T BO3MOYKHOCTH HCIIOJIb30BaTh 3TH OENKHU B
kauectBe mapkepoB XBII [20, 21]. Adepuunt kyounu-
Ha ¥ HEJ0CTaTo4YHasi peaOdcopOIus aronpoTeHHOB B
MIPOKCUMAJIBHBIX OT/AEJIaX MOYEYHBIX KaHAJBIEB yBe-
JTUYUBAET SKCKpenuto anoA-I ¢ mouoii [22]. [ToBpex-

61



ISSN 1561-6274. Hedponorusa. 2019. Tom 23. Ne5

ISSN 1561-6274. Nephrology. 2019. Vol. 23. Ne5

JICHHE TI0YeK aKTUBUPYET MEYSHOUHYIO TPOITYKITUIO U
metabonusm JITIBII, aktuBupyet BeIpaboTKy amoA-I
B KMIIeuHUKe. MIHTOKCHKanusA, KoTopas HaOmrogaeT-
cs1 ipu XBII, MOXET U3MEHATh CTPYKTYPY U aMUHO-
KHUCIOTHEIN cocTaB anmoA-I. Bmecrte ¢ TeMm, nMeroTcs
JIaHHbI€, CBUJIETEIILCTBYIOIIUE O TOM, 4TO Npu XbII
MonupUIMpOBaHHbIN amoA-I peabcopOupyercs ¢
OoIbIeii CKOPOCThIO, B PE3yNbTaTe Yero Bo3pacTaer
BEPOSTHOCTH HAKOTIJICHHS €T0 B TOYEYHOU TKaHHU, YTO
OyneT ycmimBath moBpexkaeHue mouek [23]. Ha pan-
HUX CTaIUSAX MOBPEXKIEHUS MTOYEK TAK)Ke OTMEYaeTCs
MOBBILICHHBIN ypoBeHb B Moue anoA-1V, LCAT, ko-
Topsle ABisoTCs Mapkepamu XbII [21, 24].

XpoHnYecKkasi MOYeyHasl TAaToJOTHS BbI3BIBAET
HapylIeHuss B OOMEHEe JIMIHUIOB U JINMOTNPOTEHHOB,
TSOKECTh M XapakTep KOTOPBIX 3aBHCST OT CTETNEHU
CTPYKTYPHBIX H3MEHEHUH MTOYEK, TOYSUHON HeJJ0CTa-
TOYHOCTH, HAJIWYHS MOBPEXKICHUS KaHAJBIIEB, MPO-
TEUHYPUH U HEPPOTHUECKOTO CHHIIPOMA.

[Ipu cpaBHeHMH bsxorpaudyeckux MoKa3arenei
CTPYKTYPHO-(PYHKIIMOHAJIBHOTO COCTOSHHUSI TIOYEK Y
nerel ¢ HedpornaTusiMy Ha (hOHE BUCHEPATBHOTO OKH-
peHns u 0e3 OKUpEeHHs YCTaHOBJIEHA OIHOTHITHOCTD
MIPOSIBICHUN TYOYJTOMHTEPCTHIIMAIBHOTO MOPayKeHUS
[0YeK B BUJIE U3MEHEHHUS MTOYEYHOH MapeHXUMBI (T10-
BBIIICHUE PXOT€HHOCTH B 97 11 95 %, COOTBETCTBEHHO);
HapyureHus TP PepeHIMPOBKU KOPKOBOTO M MO3TOBO-
ro cioeB (85 u 88 %), nunaranuu u(uim) redopManum
KOPKOBOTO 1 MO3TOBOTO CJIOEB YallleYHO-JTOXaHOYHOU
cuctemsl (39 u 37 %), yronienus u(uian) yrIOTHEHUS]
ee creHok (87 u 85 %) [25].

B nacrosiee Bpemsi uzydaercs Biusaue XbII Ha
metabommm JITIBII, mpoTeoma 3THUX YacTHII, a TakKe
BiusHue ux Ha jgunuaom JIIBIL Ilpu xpoHuyeckoit
[TOYEYHOM MaTONOruH MporucxoauT yBenuuenue TAI u
T30 OCHONUIHIOB, a TAKKE CHIKEHHE KOHIICHTpa-
1 pochonumunos u xonecrepuna B JINIBIT[26]. [To-
BBIIIICHHAS] aKTUBHOCTH BHYTPHKJICTOYHOTO (hepMeHTa
AXAT-I (arm-KoA-xonectepon-amuirpanacdepasa) B
MOYKax Mpu HePPOTUIECKOM CHHIPOME OTPAHUUHBACT
OTTOK XOJIECTEpHHA U3 MTOYEYHOI TKaHH, KaTaJH3Hpys
peaknuio 3teprduKanuy cBOOOJHOTO XOJIeCTepoa.
AXAT-I. Koukypupyst ¢ depMeHTOM XolecTepoid-
ctepazoit, AXAT-I ciocoGCcTBYeT HaAKOTIICHHUIO XOJIe-
cTepona B kietke. [Ipu 3ToM TopMO3UTCS co3peBaHne
JIIBII. Taxkum o6pa3om, HapylIeHHE CO3pPEBaHUS
JIIBII mpu XBII MoxkeT ObITH 00yCIOBIEHO, C OTHON
CTOPOHBI, MOBBIIICHHEM akKTHBHOCTH AXAT- I B mou-
Kax, a C JIpyroi CTOPOHBI — U3MEHEHUEM CTPYKTYpBI
nporeoma JIIIBII, BbI3BAaHHOIO MHTOKCHKAlMEW, Ha-
OmroaeMoii mpu mopaykeHuu nodek CHHTe3upyemble
npu XbII nuMnonpoTerMHOBBIE KOMILIEKCHI SIBIISIOTCS
ne(eKTHBIMHU, TIO3TOMY OHM MOTYT aKTHBHO JKCKpe-
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THUPOBATHCS C MOUOW WIIM TIOJIBEPTaThCA yCUICHHOMY
KaTaboJIM3My B ITEUCHHU U ITOYKaX.

®opmuposanne Hespenbix JIIIBII olycnoBieno
TaK)Ke CHIKEHHEM akTHBHOCTH (epmenta JIXAT
(menmMTHH-XONEeCTepOoNI-aImITpancdepaza) u IMOBHI-
[ICHUEM aKTHBHOCTH OCJIKOB-TIEPEHOCYUKOB d(HUPOB
xonectepona (CETP) mpu XbII [27]. Hegocrarounas
akTUBHOCTH (pepmenTa JIXAT B 3TUX YCIOBHSIX CBSI-
3aHa C MMOBBIIIEHHOM SKCKpeIHel JaHHOTo (hepMeHTa
¢ Moot [20]. IMarmenTs! ¢ XbI1 uMeroT pa3iauaHbie
ypoBHE Xxonectepona JIIIBII, Ho coornomenne XC
JITIBIT/ o6mmit XC gacto cHmxkaercs [27].

[louky He ABNIAOTCS perynsTopaMyd OOMEHa JIUIH-
JIOB U JIATIONIPOTENHOB, HO 1ipy XBII oHM MoOryT Cymie-
CTBEHHO BJIMATH Ha KOHIICHTPAIIHIO, COCTaB U (DYHKIMH
srioriporerHoB. XbII Hapymraer MHoOrue ¢usnomio-
rndyeckue ¢yakuun JIIIBIIL, cocobcTBys MoOsSBICHUIO
QHOMAJIFHBIX ~AHTHOKCHIIAHTHBIX, TPOTHBOBOCIIAIH-
TENBHBIX W 3HIOTEIHANBHBIX 3aIUTHBIX 3((HEKTOB
[28]. MuTencuBHOCTL OTTOKA X0nectepona B JIIIBII
CHIDKaeTcs Ha Beex atamax passutust XbII [26]. B mpo-
BEJICHHBIX KJIMHHYECKUX HCCIIENIO0BaHUAX IOKa3aHo,
yro JIIIBII y nereili ¢ XBII BbI3bIBAaET 3HAUUTEIBHO
YCWJICHHBIA BOCHAJIUTENbHBIA ITMTOKWHOBBIA OTBET U
BBIPQKEHHBIN XeMOTAaKCHICCKIH OTBET B KYJILTUBUPYE-
MbIX Makpodarax mo cpasuenuto ¢ JIIIBIT y nereit ¢
HOpMasbHOU (yHKIMel mouek [38]. [Tpu stom JITIBIT
001a/1aloT MEHBILEH aKTHBHOCTBIO TPU TOABICHUN
SHJIOTENMATBHOMN a/iIre3UH MOHOIIUTOB, TOPMO3ST BBIpa-
00TKy OKCHa a30Ta 3HA0TEHOIUTAMHU, CTUMYIUPYIOT
BBIPAOOTKY CyTIEPOKCH/I-aHHOH-PaIUKaJIa 1 MOBBIIIAIOT
9KCIIPECCHIO A/ITe3UU COCYIUCTRIX KIIETOK-1 [27, 28].

XBII BbI3bIBAET HAKOIUIEHHE TOKCUHOB, CTUMYJIH-
PYET MpOIEeCChl OKUCIUTENIFHOTO CTPecca, BhI3BIBACT
MOCTTPAHCIIAIMOHHBIC MOAM(UKAIMK OCIIKOB U JIUIIH-
noB JITIBII, uTo siBnsieTcs BaKHBIM MEXaHU3MOM, pe-
rymupytouM ¢yakrmu JITIBIT [6]. [Tpu XbI1, naps-
Iy ¢ moBbIeHHEeM Tponykin ADK u yBenndyeHneM
akTUBHOCTH Muesonepokcuaassl (MIIO), ormeuaeTcst
HapymeHue TpancnoptHoit ¢pyukiwm JINIBIIL, onmocpe-
JIOBaHHOE ABCAI, yMmeHbIieHue akTuBHOCTU JIXAT 1
CHIDKEHHE BBDKHBAEMOCTH DHAOTSIHOUTOB [29].

Momudukarwsi TUNHI0B W JIUIOTPOTEHHOB TIOI-
TBEP)KJAET, YTO AT COEAWHEHUs SBISIOTCS HOBBIM
KJIACCOM YPEMHUYECKUX TOKCHHOB [28]. B ¢cBsi3u ¢ 3TM
BBIIBUHYTA KOHIICTINS O TPOTHOCTHYECKON 3HAYNMO-
cTtu ypoBHs, coctasa 1 (pyukimn JITIBIT mpu XBIT [31].

HedpoTOoKCHYHOCTh  JIMIIUIOB TPOSIBIISAETCS B
TOM, 4TO Jaucinunuaemus npu XbII npuBoauT x mo-
BPEXKJICHHUIO DHJIOTEIHAIBHBIX KJIETOK KamWIIIPOB
KITyOOYKOB, OTJIOKEHHUIO JINTTUAOB B ME3aHTHAIbHBIX
KJIETKaX, CTUMYJISIIIHHY ITpoNudepaliy KISTOK Me3aH-
TS, TPEIUNUTAINN (QUIBTPYIONINXCS B KaHAIBIAX



ISSN 1561-6274. Hedponorusa. 2019. Tom 23. Ne5

ISSN 1561-6274. Nephrology. 2019. Vol. 23. Ne5

JITIBII, uTo MpUBOIUT K CKIEPO3UPOBAHUIO ITOYEK U
Pa3BUTHIO MOYEYHON HEIOCTAaTOYHOCTH. YCTaHOBJIE-
HO, YTO HamOOJbIee TTOBPEK/ICHUE TOYCYHBIX KITy-
OOYKOB BBI3BIBACT BHICOKHII YPOBEHH XOJIECTEpONia B
kpoBu. [loBbIIIeHrEe ero ypoBHS B KPOBU COMPOBOXK A~
€TCsl IPOTEUHYPUEH U YBEIMUYCHHUEM YHUCIa CKIepPO-
3WPOBAHHBIX KIYOOYKOB TTOYEK.

Hucmumunemust nipu XBII Bousier Ha QYHKINIO
[0YEK, CIIOCOOCTBYS Pa3BUTHIO MPOIIECCOB TIOUEUHON
JUMOTOKCUYHOCTH, a TaKXKE OKAa3bIBAeT KOCBCHHOE
BO3/IelicTBHE Ha (DYHKIIMOHAIBHOE COCTOSHUE ITOYEK,
VHUIIANPYS OKUCIUTENBHBIN CTpecc, CHCTEMHOE BOC-
najieHue, MOBPEXICHNE COCYI0B M HapylleHHe Mpo-
ueccoB perymsiun [32, 33, 37]. CreneHb U3MEHEHUS
nuraaHoro oomeHa ripu XbI1 koppenupyer ¢ Bemmyu-
HO# mporennypun. [lepcrcTupyromas aas0yMuHypus
CTUMYJIMPYET yBEJIMYEHHWE CHHTE3a JUIONPOTEHHOB
B MECYCHM, HApyIlIas, TEM CaMbIM, MPOLECC CHUHTE3a
JUIUAOB B OpraHu3Me. Bo3HHKaroIas mpu 3TOM TH-
MTOATEOYMHUHEMHST CITOCOOCTBYET CHUKCHUIO KOHIICH-
tpauuu JIIIBII B xpoBu B cBsi3u ¢ teM, uro JIIIBIIT
[OJTYYat0T MEHBIIIE XOJIeCTepolia U3 meprudepruuecKiux
TKaHel, MpuBOJIIee K (HOPMHUPOBAHHUIO HE3PENbIX
JITIBII. Hapymrenne oOpaTHOTO TPaHCIIOPTA XOJECTe-
pora u3 nepudepuyeckux kierok B JIIIBII npu He-
(hpoTHYeCcKOM CHHIPOME SIBIISIETCS KITFOYEBBIM MOMEH-
TOM B Pa3BUTHH MATOJIOTUH TIOYEK U CBSI3AHHBIX C ATUM
COCYIWCTBIX ociokHeHui [34]. MMetorcst muteparyp-
HbIE JaHHBIC, KOTOPBIC YKA3hIBAIOT HA TO, YTO MIPU XPO-
HUYECKOM MaTONOTUu MOYEK B CBSI3U C MOBPEKACHUEM
SHJIOTEINTNS KAITWIUIAPOB KITYOOUKOB M OTIIOKEHUS JTH-
MMAI0B B ME3aHTHAIBLHBIX KJIETKaX MPOUCXONUT OKHC-
nenue JI[IBII, B ¢BsA3M ¢ yeM OHU TPUOOPETAIOT MPO-
OKCHJAHTHBIC U MPOBOCHAIUTENbHbBIC CBOMCTBA [34].
Momndummposannsie JITIBII, B cBoto ouepenp, akTu-
BHUPYIOT OKUCIUTEIHLHBIA CTPECC B KIIETKAX MOUCTHBIX
KaHaJbLEeB U TpaHc(HOPMUPYIOT UX B Oosee nuchyHK-
LIMOHAJILHBIC, CKJIOHHBIC K arnonTo3y KieTku [35].

B oTBeT Ha MOBpeXIeHIE KIETOK STTUTEIHS IT0Yed-
HBIX KaHAJBIEB MPOUCXOANT YCHIIEHHE SKCIPECCHUU
MOJIEKYJ aAre3nu, yBeJIMdYeHHe CUHTEe3a dHI0TeINHA
U IPYTUX [UTOKUHOB, CIIOCOOCTBYIONUX OoJee TiTy-
OOKOMY HapYIICHHIO CTPYKTYPHI ITOYEUHBIX KaHAIb-
ues u paspututo TUIIII. Pa3BuBaromuecs necTpyk-
TUBHBIC TIPOIIECCHI B IIOYCUHOM TKAHU CIIOCOOCTBYIOT
arperaiuu TPOMOOIIUTOB, COIPOBOXKIAIOIICHCS BBI-
OpocoM TpoMOOKCaHa, UTPAIOIIETO BAXKHYIO POJIb B
Pa3BUTHH apTepUaNbHON runepToHuu [36].

Hecmotps Ha To, 4TO MucCIUnuAeMus BLISIBICHA HA
pannux cranusax XbII, moarocpounsle mociaencTBUs
9THX HapPYIIEHNH OCTAIOTCS HEOCTAaTOUHO N3yYeHHBI-
MH. JIuCperyisnus JIMIHIHOTO 0OMeHa, TPUBO/ISIIAS
K JTUCITUTUACMHUH, SBISICTCSI 9acTO HETOOIICHEHHBIM,
HO yHHBepcainbHbIM ocnoxueHneM XbI1 [37, 38].
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Beensipos Paygh Opyooic oeny”
[EHbI NPHS1 W NPHS2 Y OETEW C HEGPOTUYECKMM CUHOPOMOM

AsepbaingkaHckuii MeanuMHCKuiA yHuBepcuTerT, . baky, A3epbaiiaxaH

PEDEPAT

[MpoaHann3npoBaH TeKyLMn CTaTyC XpPOHMYecKoro rnomepynoHedputa (XMH) y gerten, nepeyvmcneHbl N3BECTHbIE CTOPO-
Hbl MaTOreHe3a 1 YTo NPeacTouT U3y4nTb. B 4aCcTHOCTU, OTCYTCTBYIOT UM OrpaHUYEHbl AaHHbIe 0 OpemMeHn 6onesHn (3a-
60n1eBaemMoCTb, PaCNPOCTPAHEHHOCTb, TEMMbI MPOrPECCMPOBaHUSA); nMmeloLascs nHdopMaumus O B3aMMOCBS3M N3BECTHbIX
daKkToOpPOB pUcka OTHOCUTENbHO 3a60/1EBAEMOCTI, PACNPOCTPAHEHHOCTU U NPOrPECCUPOBAHNSI OrPaHNYeHa; HEAOCTAaTOYHO
LAHHbIX O BXHOCTN HakTOpOoB 340p0BbsA Matepn n GakTopoB pucka naoga. feHetndeckue npuyumHbl XIMH pasnuyaioTcs B
pasHbIX MecTax, U 3HaHUS ocTaloTcs orpaHndyeHHbiMU. Ons XIH xapakTepHo reHeTuyeckn 06ycnoBiieHHOe MMMYHOOMocpe-
[OBaHHOE BOCMNANEHME NOYEYHbIX KIyOO4YKOB, COMPOBOXAAEMOE UHTErPaLIMEl BCEX CTPYKTYP MOYEK B NATONOMMYECKNIA NPO-
uecc. MpuBeaeHbl gaHHble accoumaummn nonumopdramo reHoB NPHS1 1 NPHS2, nrpatowyx BaXKHYI0 poJib B MOJIEKYIIPHbIX
MexaHn3mMax HedpPOTUHECKOr0o CUHAPOMA B Pa3nnyHbIX nonynsumsax. OTMeYeHo, YTO B €BPOMecKoi nonynsumm Hambonee
YacTbiM MOAMMOPGOU3MOM, aCCOLMMPYIOLLMM CO CTEPOMAPE3NCTEHTHBIM HedpoTnyeckum cungpomom (HC), saBnsetcs
R138Q (rs74315342). Cpeam npaHckmx geten co ctepomngpedncteHTHelM HC pacnpoctpaHeHsl NPHS1 n NPHS2, a myTauum
p.R229Q He 3aperncTpmpoBaHbl. B oTanymne ot npaHCKmMx NOAPOCTKOB B POCCUMIACKOM NONYNAUMN Yy AEeTer C 9TON naTonoruen
BbISIBJIeHa YacTasa accoumaums nonmmopdHoro mapkepa R229Q B retepo3nrotHoM cocTtosHuM. Hn3kasa yactota MyTaumin B
NPHS1 n NPHS2 obHapyxeHa y nakuctaHckmx aeteit ¢ HC, Torpa kak y geteli ¢ HC n3 npaxckoi nonynauumn ¢ HC ceazaH
NPHS1 rs437168, Ho He NPHS2 rs61747728. Pap nccnenosaHuii nokasanu, 4To mytaumm B reHe NPHS2 npouncxogsat B 20 %
0o 30 % cnopaanyeckmx cnydaes crepomapesncteHTHoro HC. O6palleHo BHUMaHWE Ha HEAOCTATOYHOCTb N3YYEHHOCTH Mo~
numopduamMa aTnx reHoB y azepbarimxaHckmx geten ¢ XMH.

KnioueBble cnoBa: XpPOHNYECKNIM FMOMEPYITOHEDPUT, HEDPOTUHECKNIA CUHOPOM, OETU, reHbl, NOANMOPPUN3M, HEDPUH, MO-
LOUMH

Baylarov Rauf Orudj oglu”
NPHST AND NPHS2 GENES IN CHILDREN WITH NEPHROTIC SYNDROME

Azerbaijan Medical University, Baku, Azerbaijan

ABSTRACT

Analyzed the current status of chronic glomerulonephritis (CGN) in children, listed the known aspects of pathogenesis and
what remains to be studied. In particular, data on the burden of disease (incidence, prevalence, rate of progression) are miss-
ing or limited; available information on the relationship of known risk factors regarding morbidity, prevalence and progression
are limited; insufficient data on the importance of maternal health factors and fetal risk factors. Genetic causes of CGN vary
in different places and knowledge remains limited. CGN is characterized by genetically determined immuno-mediated inflam-
mation of the renal glomeruli, accompanied by the integration of all the structures of the kidneys into the pathological process.
The data on the association of NPHS1 and NPHS2 polymorphisms that play an important role in the molecular mechanisms
of nephrotic syndrome in various populations are presented. It is noted that in the European population the most frequent
polymorphism associated with steroid-resistant nephrotic syndrome (NS) is R138Q (rs74315342). NPHS1 and NPHS2 are
common among lranian children with steroid-resistant NS, and p.R229Q mutations are not registered. In contrast to Iranian
adolescents, in the Russian population in children with this pathology, a frequent association of the polymorphic marker R229Q
in the heterozygous state was revealed. A low mutation rate in NPHS1 and NPHS2 was found in Pakistani children with NS,
whereas in children with NA, from the Iranian population, NPHS1 rs437168, but not NPHS2 rs61747728, was associated with
NA. Several studies have shown that mutations in the NPHS2 gene occurin 20 % to 30 % of sporadic cases of steroid-resistant
NS. Attention is drawn to the lack of knowledge of the polymorphism of these genes in Azerbaijani children with CGN.

Keywords: chronic glomerulonephritis, nephrotic syndrome, children, genes, polymorphism, nephrin, podocin
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B mnacrosmiee Bpemsi oTMedaeTcsi TEHIEHIUS K
MOBBILICHUIO 3a00JIEBa€MOCTBIO XPOHUYECKUM TJIO-
mepynonedpurom (XI'H) y nereii. B Azepbaiimxane
9TO MOATBEPHKIACT TOT (HAKT, YTO U3 TOCTIUTATH3HPO-
BaHHBIX JIeTel B TeueHue 4 et B I. baky u permonax
pecyonmuku 64,1 % cocTaBUIM JOETH C TUArHO30M
«XPOHHUYECKHI riomepyaonedpur» [1].

Onunemuonorus XI'H He yTouHeHa, Tak Kak CBOEB-
peMeHHasi TUarHoCTHKa 3a00JieBaHUS MMEET MEeCTO
mumb B 10-15% cnygaes [2]. Tem HEe menee, co-
obmraeTcs, 9To pacmpocTpaHeHHOCTh ['H B merckoit
omyJyIsIIuu B cpearem coctasiseT 0,13-0,2 %, a 3a-
6oneBaemocth — 33 Ha 10 000 mereii [3]. [lpu >TOM,
Heppornueckas Gopma XI'H Berpedaercst ¢ wacto-
toii 0,5 Ha 10 000 nmerckoro HacejleHHS W MPUYEM
ocobenHo yacto — B Bo3pacte 1,5-7 ner [3], a IgA-
Hedpponarust (IgAH), xoTopas siBisieTcst HambOolee
pacnpocTpaHeHHONH MPUYMHON TNEepBUYHOTO (MANO-
natudyeckoro) I'H u moBonsHO pacmpocTpaHEHHOMN
naToyiorueit B Mupe, cocrasisier B EBpone, A3un u
Asctpanuu 20—40 % Bcex cllydaeB MEPBUYHOTO T1O-
BpexaeHus riomepyi [4, S]. Tlo nanabIM MopdoIio-
THYECKHUX PEerucTpos, yactora I[gAH Bapbupyer B 3a-
BUCHMOCTH OT Te0rpadMuecKoro peruona, CoOCTaBIIss
ot 10-20 % B CUIA u EBpomne no 4045 % — B cTpa-
Hax Asun [5]. YcranosneHo, uto IgAH uarie pa3su-
BaeTCS y MPEJCTaBUTEIEH a3uaTCKON M €BPONEOU-
Hoit pacsl [6]. CormacHo nanHBIM 20-J1€THETO HAOII0-
nennst B mrate Kentykku (CLIA), pacnpoctpanen-
HocTh IgAH B 1974-1979 rr. cocramsina 5,4 ciydas
Ha 1 muH Hacenenus, B 1990-1994 rr. ona Bo3pocna
1o 12,4 cnygaeB Ha 1 mutH Hacenenus [4, 5].

Bwmecte ¢ Tem, naHHBIE MTOKa3aTeH BapbUPYIOTCS
B IIMPOKOM JTMATIa30HE U BO MHOTOM 3aBHCAT OT BO3-
pacra u mona, KiuMaroreorpaguyeckux 0coOeHHO-
CTEH, yCIIOBUH JKU3HU, CCHCUOMIN3AINH OpraHu3Ma,
SMHUJEMHUN OCTPOU PEeCcrUpaTopHON WHQEKIMH, JET-
ckux uHpeknuit u apyrux dakropos [7].

Nzyuenne HC y neteit ¢ pasnuunbiMH 3a0o0ie-
BaHUSIMH TI03BOJIUJIO BBISIBUTH PA3HOPOJHOCTH €0
STHOJIOTHH, KIMHUKO-MOP(]OIOTHYECKYIO BBIPAKEH-
HocTb. [Ipu aToM B cTpykType HC y nereli BeIABICHO
npeobaganue HC ¢ MUHMMaIbHBIMUA U3MEHEHUSIMH
[8].

Hedporuueckunii cunzmpom sApnsieTcss Hamboee
pacnpocTpaHeHHBIM 3a00JieBaHUEM TOYEK y JeTel
BO BCEM MHpE. YCTaHOBJIEHO, YTO B 3THOJIOTHH H TIa-
torereze HC BakHyIO pOJIb WUTpalOT T€HETHYECKHE
(hakToppl. AKTHBHOE pa3BUTHE TEHETUYCCKHUX WC-
CJIeIOBAaHUHN B HE(PPOIOTHH MPHUBEJIO K TTOHUMAHUIO
POJH FeHETHUECKUX MYTaIUi B TOTUMOP(HU3MOB, Be-
nyumx K BosaukHoBeHuio HC y gereit. [lpaBunbsHoe
BBISICHEHUE TPUYUH Pa3BUTHs 3a00J€BaHHUS MOXKET
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KapIMHAJIBHO M3MEHUTHh Tepaluio U BeJeHHE Malu-
eHra HedpomoroM. B mocnennue aecATHICTHS Ha-
OrroaeTcst pOCT YHciia UCCIIEA0BAaHUH 10 N3YYEHHUIO
TeHEeTHYECKUX NPUYHMH cTepouapesucrentHoro HC
(CPHC). [oxkazano, uto Gonee 30 GenkoB, peryiu-
pyOmuX (QYHKIHIO KITyOOYKOBOH (DUIIBTpAIMH TJI0-
MEpYJISIpHO# 0a3alibHOM MEMOpaHbI, CBS3aHbI C 3TUM
3a00JIeBaHUEM, B UX YUCIIC OEJKHU TIOIOIUTOB IIelie-
BOH quadparMbl, akTHHOBBIC IIUTOCKEJICTHBIC OCNIKH,
MHUTOXOHIpHUaJIbHbIC OCNIKH, OeJIKM aare3uu, (akro-
PBI TPAHCKPHUILIKU U p. [ eHeTHUecKas mpuynHa pas-
Butuss CPHC moxeT ObITh BhIsIBICHA TIoUTH Y 70 %
JIeTel ¢ BpoXkaAeHHBIM U Yy 50 % — ¢ nHbaHTHILHBIM
HC u 3HaunTenpHO pexke y MalUeHToB Oosee crap-
mero Bo3pacta. OmpeneneHne TeHETHYECKOW MpH-
yuHbl pa3sutuss CPHC BakHo y neTeil, mMOCKOJIBKY
000CHOBBIBaeT HEOOXOAUMOCTH 00CIIeIOBAHUSA APY-
THX Y4JICHOB CEMbH, MTO3BOJISET IPOrHO3UPOBATH PUCK
pa3BUTHUS peluuarBa 3a00JIeBaHUS TOCIE Mepecaaku
MOYKH U, YTO OYEHb Ba)KHO, IPOTHO3UPYET OTBET Ha
MMMYHOCYIIPECCUBHYIO Tepanuio [9].

‘Yeranosneno, uto B 20 % cirygaeB HC conpoBoxia-
et momepyiaonedpur (I'H) [2]. [TaroreHeTnueckue
MexaHu3Mbl ['H MHOTOYHCIEHHBI M CIIOKHBI, BKIIIO-
yasi KaKk T'yMOPAJIbHBIH, TaK U KJIIETOUYHbII HIMMYHHBII
oTBeT. bonpIoe Koln4ecTBO KIMHUYECKHX, UMMY-
HOJIOTHYECKHUX U IKCIIEPUMEHTAIBHBIX JAHHBIX MO/~
TBEPIKJAaeT TUIOTe3y O TOM, YTO OOJBIIUHCTBO (hopMm
I'H saBisAroTCs pe3yapTaroM HMMYHOJIOTHYECKUX Me-
xaHn3MoB [10]. XapakTep UMMYHHBIX peakiii, Ko-
TOpble NPUBOJAT K I'H, CHIBHO 3aBUCHUT OT UMMYHO-
TeHHBIX (eHOTHUIIOB [11].

B HacTosmmee BpeMs MbI 3HaeM, UTO:

- 3a00NeBaHNe Pa3BUBACTCS 11O HECKOIBKUM TIPU-
YHHAM;

- BIUSET Ha Ka4eCTBO M TPOAOKUTENHLHOCTD
JKU3HU;

- OKa3bIBaeT HETaTHMBHOE BIUSHHE Ha OOMEH Be-
IIECTB;

- OTpa)kaeT cephe3HbIe OCIOKHEHUS MHOTHX 00-
JIC3HEH;

- atnostorust XI'H ocTaeTcst HeonpeaeeHHO;

- 3HaHue 3Trojoru XI'H BaxHO /11 OpueHTaLU
Ha KOHKPETHbIE METO/bI JICUCHUS;

- OTIpEeAENAIoNIas Pojdb UMMYHOIIATOIOTHYECKOTO
nporecca B naroreHeze XI'H y GonpmnHCTBa Aete
He TI0/IBePTaeTcsi COMHEHHUIO;

- MEXaHU3MBI, BBI3BIBAIOIINE TPOTPECCHPYIOLIYIO
MOYEYHYI0 HEJOCTAaTOYHOCTh, U aCCOLMHPOBAaHHBIC
CHUCTEMHBbIE OCJIOKHEHHSI OCTAIOTCA HE TOJHOCTHIO
TIOHATHBI, YTO MPUBOIUT K OTCYTCTBUIO I€JI€HATIPaB-
JICHHOW Teparuy; HeJAOCTAaTOYHO KIMHUYECKHUX HC-
CJIEJOBaHUM.



ISSN 1561-6274. Hedponorusa. 2019. Tom 23. Ne5

ISSN 1561-6274. Nephrology. 2019. Vol. 23. Ne5

UTo mpeacTOUT MCCIIENOoBaTh, ObLIO 03BYYCHO Ha
miobanpHoM cammure ISN Global Kidney Health
Summit u yka3aHo B T0pokHOM KapTe (the roadmap)
0 YXO/Y, UCCIICIOBAHUIO M TIOJIMTHKH XPOHUYECKOTO
3aboneBanus movek [12].

B noxymente I'mo6ansHoro Cammura mo 310po-
BbI0 [Touek Mexaynaponnoro O6mectBa Hedpoo-
roB (ISN Global Kidney Health Summit), B gactHo-
CTH, OTMEYECHO:

* MaHHBIC 0 OpemMeHHu 60e3Hn (3a00JIeBaEMOCTD,
pacrnpoCTpaHEeHHOCTh, TEMITbI ITPOTPECCUPOBAHNS)
OTCYTCTBYIOT WJTH OTPaHUYEHBI, YTO 3aTPYIHSET PH-
HATHE PELLICHUN;

* FIMeeTCsl OrpaHMycHHas MH(opMmanus o B3au-
MOCBSI3H M3BECTHBIX (PaKTOPOB PUCKA OTHOCHUTEIHHO
3a00JIeBaEMOCTH, PAaCIPOCTPAHEHHOCTH U TIporpec-
CHpOBaHWUSI,

* HET JOCTATOYHO JIAHHBIX O BAXKHOCTH (PAKTOPOB
3JI0POBBSI MaTepH U (PaKTOPOB PUCKA IJIO/IA;

e rederndyeckue npuunHel XI'H paznuuarorcs B
Pa3HBIX MecTaxX, ¥ 3HAHHUS OCTAIOTCS OTPaHMICHHBIMU.

I'mo6ampupiM CammuToM 10 3mopoBbio [louex
Mexaynapognoro OomectBa Hedpomoros (ISN
Global Kidney Health Summit) pekomeH10BaHO:

* M3y4eHue crieruuIecKux st O0JIe3HN MapKe-
POB TIOBPEKICHUSI MTOYCK;

* yay4ieHue cuctemsl Habmonenus XI'H mis o6-
JIETYEHUsSI OTKPBITHSI HOBBIX (PaKTOPOB PHCKA;

* onpeneneHue reuernyeckux npuunH XI'H;

* TIOBBIIIICHNE OCBEJOMIICHHOCTH HACEJICHUS U TTa-
[UCHTOB, a TaK)KEe WX POAUTENCH O BaKHOCTH I'cHe-
TUKY [T TOHUMaHUSI ¥ JICYCHHUS TOTO 3a00JIeBaHMS,

* YBEJIMYCHUE Pa3HOOOPA3Usi TeHOTUITHPOBAHHBIX
MO,

* ynyuiienue guarHoctuku XI'H Ha ocHoBe mo-
YeyHOM OHoIcHy;

* MTOBBIIIICHIE HEMHBA3UBHBIX METOJIOB aHAIN3a,;

* CONICICTBOBATh BBISBICHUIO, MPOBEPKE W BHE-
JPEHUIO JUArHOCTUYESCKHUX U MPOTHOCTHYECKUX OMO-
MapKepoB;

* MIPOJBM)KEHHE 0A30BBIX U KIMHUYECKUX HCCIIe-
JOBaHWH JUIsI IOHUMaHUs NaTo(u3nOIOTHU KITIo4e-
BBIX CUMIITOMOB JUTs1 3 heKTUBHOM Tepanuu;

* YBEJIMYCHUE KOJMYECTBA M KAaueCTBa KIMHHYE-
CKHUX HcciemoBanmii [12].

YckopeHHOE pa3BHTHE TEHETHKU M MOJICKYIISIPHOI
OMOJIOTMH TIOCTY)KIJIO OCHOBOM ISl H3Y4YEHUS MOJie-
KyJSIpPHOHM TeHEeTHKHU Pa3lInYHbIX 3a0oneBanuil. B Ha-
CTOsIIIIee BPEMsI OCHOBHBIM ITOJIOKEHUEM MOJICKYJISIP-
HOU TeHETUKHU O0JIe3HEH SIBISIETCSI IPEICTaBICHUE 00
accolMay MOJIMMOPPHOTO MapKepa reHa ¢ IMpe-
PacIoNOKEHHOCTHIO WIIM YCTOMYMBOCTHIO Pa3BUTHUS
3a0omeBanus [13].

JlaHHBbIE KpyIHENIINX METa-aHAJIN30B, IPOBEICH-
HBIX 10 pe3yJpTaraM UCCIIEJOBAHUM acCOLMALUN re-
HETHUYECKHX MapKEPOB C MPEIPaCIIONOKEHHOCTBIO K
MYJIbTU(AKTOPHAIBHBIM 3a00J€BaHUAM, CBHUIETENb-
CTBYIOT O KpaiiHe HU3KOM MX BOCIPOU3BOJUMOCTH B
Pa3IMYHBIX MOMYJIAUUAX Mupa [14].

Hna XI'H xapakTepHO TreHeTH4ecKdu O0O0yCIoB-
JIEHHO€ MMMYHOOIIOCpPEJIOBaHHOE BOCHAaJIEHUE II0-
YEUHBIX KJIIYOOUKOB, COTPOBOXKIAEMOE HMHTETpaIueit
BCEX CTPYKTyp MOYEK B MAaTOJOTHYECKHI Imporiecc,
pa3BUTHEM TOYEYHOIN HEJOCTATOYHOCTH, CMOPIIMBA-
HHUEM ToYkH U T.10. [11].

C 1998 rona Bce 6obliie 1 0OJBIIE TEHETHYECKUX
neeKToB BhIsIBICHO B narorene3e XI'H, u aTu rene-
THYecKre JieeKThl B OONBIIMHCTBE ClIy4aeB OOHa-
pyxennl ipu HC [15]. B 10-neTHem uccienoBaHun
reHeTH4ecKnx 3adoneBanuii mouek B HoBoil 3enan-
JTUU U ABCTpasTuul CTepOouIHBINA ycToiunBbIi HC ObL1
BTOPBIM IO PacIpOCTPAHEHHOCTH BPOXKIECHHBIM I10-
yeyHBIM 3a0oJieBanueM ¢ yactoroit 10,7 ma 1 000 000
nereit [16].

CormnacHo MoOJieNu HAcJIeI0BAaHUs, TEHETUYECKUE
JneeKTbl MOTYT OBITh pa3/ielieHbl Ha ayTOCOMHO-
PEIECCUBHYIO WM ayTOCOMHO-JOMHHAHTHYIO MO-
JIeIIb.

B nacrosimee Bpems uzBectHo 53 rena HC. Ilo-
kazaHo, uro HegpuH (NPHS1), mogounn (NPHS2) n
CD2AP aBistroTCS OCHOBHBIMH JJIEMEHTAMH IIEJIE-
Boii nuadparmel. Kpome Toro, PLCel, HenaBHO Ha-
3BanHBI NPHS3 1 3axomuposBannsiii PLCE1, npen-
cTaBisieT co0oi Gocdomnumasy, KOTopas HHUITHHPYET
BTOPOU MeCCEHIKEP, PETyIHPYIOMINi pocT U udde-
PEHIMPOBKY KJeTok [17].

I'en NPHSI1 pacnonoxen Ha xpomocome 19q13.
TpancmeMOpaHHBI 0€JIOK, KOAMPYEMBI ATOT TEH,
He(pHH, UMEeT pelIaroiiee 3HaueHne IS [eJT0CTHO-
¢t 1meneBoit nuadparmer. Mytanus B reae NPHSI
oTBeTCTBeHHa 3a BpoxaeHHbH HC ¢uHCcKOTO THMA,
KOTOPBIA MOXKET BBI3BaTh JICTAIBHYIO TPOTEUHYPHUIO
NpU POXKJICHUU U OTCYTCTBUE MIETCBOH AuadparMel.
Mexny Tem, y manueHTtoB ¢ BpoxkaeHHbi HC He
(DMHCKOTO THIIA UMEIOTCSl pa3Hble MyTalluK, U ObUIH
onmcansl 6onee 60 mytanwmii B renax NPHSI1 [11].

Hedporuueckuii cunnpom ¢unckoro tumna (CNF,
MIM Ne 256300) siBisieTcsi Haubosee pacipocTpa-
HEHHBIM U Ha3BaH B CHJy BBICOKOH 3a00JIeBaeMOCTH
B Ounmsaauu — 1:8200 sxuBopoxkaenuii [18]. [Toka-
3aHo, yto HC Bb13Ban myTarmsimu B NPHS1. 3a6ore-
BaHHUE XapaKTEPU3YETCs MACCHUBHOW NPOTEHHYpPHUEH
MIPU POXKACHNUH, OOJBIION TIAIIEHTOH, BBIpaKEHHBIM
OTEKOM, TPEKIEBPEMEHHBIM POJKICHUEM U My TallHs-
mu B NPHS1, npencraBieHHBIME B TIEPBYIO HEICITIO
JKu3HU. HeperynspHas MuUKpouHCTHYEcKas TuiaTa-
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LM IPOKCUMAJIbHBIX KaHaJbIIEB — HauboJIee Xapak-
TEPHBINA TUCTOIOTHUCCKUH TTpu3HakK [19].

Mytanuu B rene NPHS1, kopupytomue HedpuH,
OJTHH M3 HaunOoJiee BaXKHBIX B MOJJACPKAHUU CTPYK-
TYpHOU U (PyHKITMOHAIBHOM IIETOCTHOCTH IIEIeBON
nradparmMbl B KIIyOOUKOBOTO (DHIIBTPAIIMOHHOTO Oa-
prepa. OHU ABIAIOTCS HanOoJee pacpoCTpaHEHHON
npuannHoit HC Bo Bcem mupe. Myrtanus Finmajor
(nt121delCT, L41fsX91) u Finminor (c.3325 C> T,
R1109X) B rene NPHS1 O6butn nepBeIMH MyTaIus-
MH, KOTOpbIe ObUTM OOHApy>KEHBI M YacTO BCTpeda-
much pu HC B punckoii momymsiinu (98 % cioyyaes),
OJIHAKO ATHU MYTAIlMU TAaK)Ke BCTPEYAIOTCS B JIPYTUX
sTHHYecKuX rpynmnax. Ckpuauar myranuu NPHSI1 y
MAIMeHToB He (PUHCKOrO THMa IMOKa3all, YTO YacTo-
ta myTtanuii NPHS1 y HUX HIDKe, yeM y ManneHToB
¢unckoro Tumma HC ma 39-50 % [20].

B mnacroamee Bpems ommcano 173 pazauuHBIX
mytatmid B NPHS1. IlpeacraBnennrsle naHHbIE TMO-
Ka3bpIBarOT, uTo crektp myrtammii NPHS1 Bce emre
pacimpsieTcs, BKJII0Yasi HOBbIE 3K30HbI y MalEHTOB
Pa3IMYHOTO STHUYECKOTO MPOUCXOKACHHUS 110 BCEMY
Mupy. BbIsiBIIEHO Takke, 4TO y MAIMEHTOB C MyTa-
musvu NPHS1 mo cpaBHeHHIO ¢ MyTanusMud reHa
NPHS2 teuenne HC Goiee tsoxenoe [21].

I'en NPHS2, pacnonoxxeHHBIE Ha XpoMoOcoMe
1g25.2, komupyer momouumH (om nam. Podocytus;
epeu. Podion — nooicka + cocmoe. Cytus — xkiemka),
KOTOPBII SIBISIETCS BKHBIM OEJIKOM, BBIPAYKEHHBIM
BUCIICPATLHBIMEA  KJIyOOYKOBBIMH SITUTEIHATHHBIMH
KIeTKamMu (TomomuThl). llogonnH ¢ HECKOIBKUMHU
JIPYTUMH OETIKaMH BBICTYTIAET B KAY€CTBE MOCTHKA B
CTPYKTYPHOH OpTaHM3AIMU KIYOOYKOBOH IIIEICBOM
MeMOpaHbl, KoTopast peryaupyeT GpyHkiuto GuibTpa-
UM TOYKH.

VeranosieHo, yto red NPHS2 cocTtouT m3 BoChb-
MM 3K30HOB, COCTOUT M3 383 aMHHOKHCJIOT, HMECT
MOJICKYJISIpHYT0 Maccy 42 k/la u oTHOCHTCSI K OeKam
ceMelicTBa CTOMAaTHHOB. IlocnenoBaTesbHOCTE €ro
AMUHOKHUCIIOT Ha 46 % WUICHTUYHA CTOMATHHY Yello-
Beka. [lomonun 3akperuisieT HeGpuH B TIIOMEPYIISp-
HOI MeMOpaHe, 4yepe3 KOTOPYH MPOUCXOTUT (PUilb-
Tpalusi KpOBH B MEPBUYHYIO Mody. TakuMm oOpaszom,
MOJIOLIMH, B3aMMOJEHCTBYS C TaKMMH O€JIKaMH, Kak
Heppun u CD2AP, yyacTByer B 00pa3oBaHUM TpaHC-
MeMmOpaHHoTO 6emKoBoro KomIiuiekca [22]. [Tokazano,
YTO ONpe/IeEHHBIC MyTaIlUU U TIOUMMOp(QHBIEC Bapu-
AHTBHI T€HA TOJIOLIMHA MOTYT OBITh aCCOIMUPOBAHBI
C HapyUIeHHEM MPOHHUIIAEMOCTH MEeMOpaHbl B MOJ0-
UTax, MPHUBOIIUM K TOSIBICHUIO MPOTEHHYPUH,
JIMITUACMUH U JPYTHM TTaTOJIOTUYECKAM H3MEHEHUSIM
(unbTpanny KpoBU B epBUYHYIO Mouy [23]. Myra-
LIUH B T'eHE, KOJMPYIOIIEM TIOIOINH, MOTYT SIBJISITHCSI
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MPUYUHON PE3UCTEHTHOCTH K TEparvu CTEPOUaAaMU
nipu crepouapesuctenTHOM HC [24]. CornacHo aan-
HeIM 0a3el NCBI, myranuu B rene NPHS2 BoisiBisa-
foTcst npuMepHo B 50 % cityuaeB ceMelHbIX (opm
crepounpesuctentHoro HC u B 8-20 % — npu cropa-
MUYECKUX ciydasx [25].

CooOmraercss, YTO B EBPOINEHCKON MOMyNALUU
HauOoJIee YacThIM MOJIUMOP(U3MOM, KOTOPBIM ac-
couuupyet co crepouzapesnucreHTHeIM HC, siBgercs
R138Q (rs74315342). JIpyrum 4acTo BCTpeHaeMbIM
noauMophHBIM MapkepoM siBisiercst R229Q. B 6aze
nmanHbix NCBI conepskarcst 35 momumophu3MoB ajist
MPHK nononnna u 377 nonmumMoppu3MoB U MyTalui
nu1st rena NPHS2, Birodass HHTPOHHYIO, TIPOMOTOP-
HYIO U 3’ HE KOIUPYIOIIYI0 00J1acThb. AHAIN3 CIIEKTpa
noxuMopdu3MoB u myTanuii B rene NPHS2 nokaszan,
YTO B OCHOBHOM 3TO TOYEUHbIE HYKJICOTHIHBIE 3aMe-
HEI [26].

Pspx nccnenoBanuii mokasaju, 4TO MyTalluy B TeHE
NPHS2 cocrasmnstor ot 20 no 30 % cnopanndeckux
ciayuaeB ctepounpesuctenTHoro HC [27].

Myranuu B rene NPHS2 00bruHO OTBeuaroT 3a
crepounpesuctentHelii HC y nmereil. ['enernueckoe
uccinegoBanue 39 nereii ¢ HC moka3zaio, 4To ogHOM
U3 MPUYUH pa3BUTHs cTepousipesuctentHoro HC sB-
nsgeTcs Hanuuue myTtanmid B rene NPHS2, xotopsiit
OTBETCTBEH 3a CHHTE3 OejIka rmojonuHa [26].

CD2AP (CD2-acconuupoBaHHBIH 0esl0K) ¢ MoJie-
KymsipHoit Maccoi 80 k/la accoruupyeTcst ¢ peren-
TopHBIM OenkoM T-mumporutoB — CD2. B T-kneTkax
CD2AP crabunmm3upyeT B3aUMOACHCTBUE C aHTHTCH-
npe3eHtys kietkamu. bemox CD2AP perymmupyer
KJICTOUHBIM CKEJIET TOIOIMTOB U CTaOMIH3HPYET
¢dunpTpanronHsie menu [27].

Koncoprmmymom PodoNet co3man MexmyHa-
poxubIil peectp Mg BpoxaenHoro HC u crepouna-
croiikoro HC y gereii. C aBrycta 2009 roga kiauHH-
gyeckasi, OMOXuMHUYecKast, TeHeTUYeCcKas M TUCTOIaTo-
nmoruyeckas nHdopmanms Obl1a coOpaHa Kak peTpo-
CHEKTUBHO, TaK U MEPCHEeKTHBHO y 1655 manueHToB
co crepougHoctoiikum HC y nmereil, BpoxKIeHHBIM
HC wunm croiikoil cyOHEHpOTHUECKONH MPOTEHHYpPHU-
eil BepOSITHOTO TeHETUYECKOTO IPOUCXOXKACHUS B
67 uentpax B 21 uepe3 nunrepuer-noprai. Crepou-
ycroitunBbiii HC mposBisiiics B mepBble 5 JIeT Ku3-
HU 'y 64 % maumenToB. Bpoxxaennsiit HC cocrasisin
6 % Bcex MaIMeHTOB. JKCTpapeHAIbHBIC aHOMAJINH
Habmomamuck 'y 17 % maumentoB. Hambonee pac-
MIPOCTPAHEHHBIMHA THCTOMATOJIOTHYECKUMH JHarHO-
3amMu OBLTH (DOKATBHBIN CETMEHTAPHBIN TIIOMEpYIIo-
ckiepo3 (OCI'C) y 56 %, munuManbpHas HeQpomaTus
y 21 % u me3anruonponudeparusuas ['H —y 12 %
narnueHToB. MyTallMOHHBIH CKPUHUHT TIPOBOJIWIIN Y
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1174 manueHToB, ¥ MpUYKUHA 3a001eBaHMS ObLIa BHI-
apneHa y 23,6 % maiueHToB, MpoIeIIINX CKPUHNHT.
Cpenu 14 reHOB ¢ 3aperUCTPUPOBAHHBIMU MYTallUs-
MU Han0oJiee 9acTo BRIABIUINCH aHoManuu B NPHS2
(n = 138), WTI1 (n = 48) u NPHS1 (n = 41). [lona
MAIMEHTOB C IPUYUHON T€HETHUECKOTO 3a00IeBaHUs
CHIDKAJIach C yBEJMUEHNEM BO3pacTa MPOSBICHHS: OT
66 % npu BpOXKIEHHOM HE(PPOTHUECKOM CHHAPOME
10 15-16 % y IMIKOTHHUKOB U TTOJPOCTKOB [27].

[To nannbiM A. Bierzynska et al. [17], BapuanTsl
nonumopdusma npu HC 6wt 06HapyskeHsl y 26,2 %
MAIMeHTOB. ABTOPbI OTMEUAIOT, YTO Yallle 3TO TPOH-
30III0 B TpeX HamboJiee CBA3aHHBIX CO CTEPOUTHBIM
HC renamu: NPHS1, NPHS2 u WT1, a takke u 'y 14
JPYTHX TCHOB.

CymiecTByeT 60jiee CIOXKHBIA aaTOPUTM OICHKU
HC B 3aBucuMOCTH OT BO3pacTa MpeACTaBICHHUS, Xa-
pakTepa HacJIel0BaHHUA, CHHIPOMA U ITOYeYHOH maTo-
norun. Ecnin HC nposBnseTcs B TeueHUue HEOHATab-
HOTO IepHOo/Ia, a TIoYeUHast OMOTICUS BBISBIISET paju-
aJbHOE pAaCUIMpeHHe MPOKCHUMAJIbHBIX KaHaJbIIEB,
cHayasia HeoOxoaumo orienuts NPHS1. Onnako npu
MTOYEYHBIX TATOJOTHIX, IPOUCXOIAINX C POKICHUA,
cHauajna cienyer oneHuTh NPHS2, a 3arem NPHSI
[17].

B. Behnam et al. [14] moka3anu, uro kak NPHSI,
tak ©1 NPHS2, pacnpoctpanens! cpean HpaHCKHX
meteit co crepounpesucteHTHEIM HC. MyTtamms
p-R229Q ne Obima 3aperucTpupoBaHa y HpPaHCKUX
MOJIPOCTKOB C 3TOW MaToyiorhell. ABTOpPBHI TPOBENIN
uccnenoanne NPHS2 y 338 manueHTOB U BHEISIBUIN
reTepOreHHOCTh ¢ 43 % MyTanueil st ceMeiHbIX U
10,5% it ciopagdecKuX CTePOUAPE3IUCTCHTHBIX
HC. [BoitHas myTanus Oblia CBS3aHa ¢ PAaHHUM Ha-
4aJioM 3a00JIeBaHUs, a TeTePO3UTOTHI MIPECTABICHBI
noke. CorlacHO TMOMyYeHHBIM pe3ylbTaraM, Ia-
toreaHble MyTtannn NPHS2 orpanudens! Tspkenoin
panHei cramueit crepounpesuctenTHoro HC u ot-
CYTCTBHEM pELUUJMBA TPOTEHHYPUHU TMOCIE TpaHC-
IJTAHTALH TTOYEK.

B omnuune oT MpaHCKUX NOAPOCTKOB B POCCHIA-
CKOH MOMYJIALNN Y JETeH CO CTepOnAPE3UCTEHTHBIM
HC naumbonee wacto accouuupoBaji MOIUMOP(HBINA
mapkep R229Q) B rerepo3uroTHoM cocTossHuu [26].

[To coobmenusm M. Hashemi et al. [28], y nereit
¢ HC u3 upanckoit nomyssiiuu ¢ HC cBsizan NPHS1
rs437168, no ne NPHS2 rs61747728. UccinenoBanue
145 neteii ¢ HC mokazano HU3KYIO 9acTOTY MyTalui
B NPHS1 u NPHS2 B ITakucrane [29].

B.I. Freedman et al. [30] cuuTaroT, 4TO reTepo-
3urotHeie Mytanmuun NPHS2, BapuanTsl mociemnosa-
TEJILHOCTHU ¥ MOJTUMOP(U3MBI MOTYT UT'PaTh ONpe/ie-
JICHHYIO POJIb B HETHUIMYHBIX CIIydasix CTEPOUIPE3H-

creatHoro HC ¢ Goree Mo3IHUM HadanoM, MSTKHM
KITMHIYECKUM TEYCHHEM U PelUIUBHUPYIONIUM 3200-
JIeBaHMEM TIOCIIe TPAHCTUIAHTAIIMH TTOYKH.

CrnenyeT oTMeTHTh, uTOo Mexaynapoganoe OO6-
mectBo Hedponoros mnpusHaer He0OX0IUMOCTh
COBMECTHOTO IuIaHa pemeHus npobiemsl XbII B
obmem, 1 XI'H B wactHOCcTH. [loaTOMy Mexmy-
HapoaHoe OOmectBo Hedposoros /International
Society of Nephrology (ISN) opranuzoBajio cam-
MHUT, KOTOpBIN cocrtosiiica B Bankysepe, Kanana, B
urosie 2016 1. Llenpro coBemanus ObLIO BBISIBJICHHE
U YCTaHOBIIEHHE TPHOPUTETOB OCHOBHBIX MEpPO-
npusATHil Ha cnexyromue 5—10 jget B obnactu Kin-
HUYECKOW MOMOIIM, UCCIIENOBAaHUN U MpoIarasjsl,
a TaKkKe CO3JIaHue TUIaHa NCUCTBUN U paMKH pado-
Thl Ha OCHOBE JECATH TEM: YCHJIMTHh KOHTPOJIb 3a
XBIT; pemiath ocHOBHBIE hakTophl prcka st XBII;
YMEHBIIUTH OCTPOE MOBPEXKACHUE TTOYEK — 0COOBIN
¢dakrop pucka jans XBIIl; ymydmwurs moHuMaHue
reHetuyeckux npudnH XBII; ycTaHOBUTH Jrydiine
Juarsoctuuyeckue metonbl B XbBII; ynydmurs mo-
HHUMaHHEe ecTecTBeHHOro xoma XbBII; olneHuBaTh U
BHEJPATH YCTAHOBJICHHBIE BAPUAHTHI JICUCHUS Y T1a-
uueHToB ¢ XBII; yaydlmnTs Je4eHue CUMIITOMOB U
ocnoxxaennit XbII; pa3paborars HOBbIE TEpaneBTH-
YeCKUEe BMELIATENbCTBA I 3aMEJICHUs Mporpec-
cupoBanus XBII u cokpamenus ocnoxxaenuit XbII;
YBEJIMYUTHh KOJUYECTBO M KAa4eCTBO KIMHUYECKHUX
ucneiTanuii B XbBI1.

J71s1 MHOTOTpaHHOTO TUTaHA ICUCTBHI TT0 60PBOE C
pactymuMm 6pemereM XbII u ero ocnoxuennit HeoO-
XOIUM TII0OAIBLHBIN COBMECTHBIN MOAXO0 BCEX 3aMH-
TEepPEeCOBaHHBIX CTOPOH, B HaIlleM cllydae He(hpoIoroB
u neauarpoB. HeoOXxoauMo nMpoBecTr TOTONMHNUTENb-
HYI0 pa0oTy, YTOOBI MMOHATH MPUYUHBI U TATOPHU3UO-
noruto XbBII Ha ypoBHE OTIENbHBIX MALIMEHTOB U Ha
ypoBHE HaceneHus B pervonax, rae XbII sBusgercs
sHAeMuyecknM. CyliecTBYIOIINE TaHHBIE M HCTOY-
HUKW OMOMAaTepuasoB JOHKHBI OBITh JTydIlle UCTIONb-
30BaHbl IyTEM COACHCTBUSI COBMECTHBIM JE€HCTBU-
M ¥ COKpAIeHHs aJIMUHHCTPATUBHBIX Oapbepos.
Knunnueckas u ucciengoBaTensckas pabodas cuiia
JIOJDKHA CYLIECTBEHHO PACTH, YTOOBI CIIPaBUTHCS C
ro6ansHeiM 6peMenemM XbII, ocobeHHo B cTpaHax ¢
HU3KUM U CPEHUM YPOBHEM J0XOJIa.

Taxum oOpazom, reast NPHS1 u NPHS2, xoto-
pbIe UTPalOT BAXHYIO POJIb B MOJEKYJISIPHBIX Mexa-
Huzmax HC, moaBeprarorcs MoJeKylnIpHOMY aHaJIH-
3y BO BceM mupe. OJHAKO UMEIOTCS OrpaHHYEHHbBIC
MyOJIMKAIMU 110 TeHETUYECKUM OCHOBaM U BapHallu-
sm y manmentoB ¢ HC B AzepOaiimkane. B cBsizu ¢
YeM MCCIIeIOBaHMs B 9TOM HaIpaBJICHUU B PeCITyOIn-
K€ aKTyaJIbHBI.
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MMMYHOTIOBYJINH M (IgM)-HEDPOMATUA Y OETEN:
KITMHNKO-VIMMYHOITATOJIOTHECKWE,
MOPDONOTMHYECKNE OCOBEHHOCTW

1-9 kadpenpa aetcknx 6one3He Benopycckoro rocynapcTtBEHHOro MeaMLUMHCKOr0 yHUBepcuTeTa, . MuHck, benapycb

PEDEPAT

BBE/IEHVE. B M1poBOI nuTepaType nccnenoBaHus, NocesweHHble npobneme IgM-Hedponatum y oeTen, HEMHOTrOYNCTIEH-
Hbl. B Benapycu faHHble nNo 3a60neBaeMOCTM y B3POCHbIX U AETEN paHee He NPeacTaBnsnuck. LUE/Ib: aHann3 KNMHNYECKMX,
MMMYHOJIOMMYECKUX, MOPdOnormyecknx xapakrepnctunk IgM-HedponaTtnm y oeTten, a Takke pexmmMoB NPOBOAVMON Tepanun
1 HakToOpOoB, BANSAIOLLMX Ha NPorHo3. [MAUMEHTBI U METO/bI. B nccnepnosaHme BknoyeHbl 153 nauveHTa, B TeyeHne 6-neT-
Hero nepuoga HabnoaasLwmxcs B PecnybnukaHckom LieHTpe aeTckoi Hedponorum, cpeam KoTopbix y 21 anarHocTupoBaHa
IgM-HedponaTtus. PE3YJIbBTAThI. MpoBeneH aHanus KIMHUYECKNX, MOPDOSIOrMyeckmnx 0CobeHHOCTEeN, Noka3aHo yyacTue
MapkepoB akTmBaumm T- n B-numdbounTtos, NpoBoCnanuTesnbHbliX U NpodurbpoTmnyieckux monekyn. SAK/IIOYEHVE. B 60nb-
LIMHCTBE cny4yaes IgM-HedponaTusa xapakTepursyeTcs FrOPMOHO3aBUCUMOCTBIO UV FTOPMOHOPE3UCTEHTHOCTbIO, UKW 4acCTbl-
MW peumnanBamu, HTo ANKTyeT HeOBXOAMMOCTb NPUCOEANHEHNS K Tepanuu uuTocTaTuka. B oeTckom Bo3pacTte xapakTtepumay-
eTca LOOPOKAYECTBEHHBIM TEYEHNEM O€3 NPU3HAKOB NPOrPECCUPOBAHNUS.

Kniouesbie cnoBa: IgM-HedponaTtus, oeTn, UMMYHONOMUS, TMCTONOMNs

LA. Kazyra®, A.V. Sukalo

lgM NEPHROPATHY IN CHILDREN: CLINICAL,
IMMUNOLOGICAL, PATHOMORPHOLOGICAL FEATURES

1st Department of Pediatrics Belarussian State Medical University, Minsk, Belarus

ABSTRACT

BACKGROUND. Studies on the problem of IgM nephropathy in children in the world literature are few. Data on the disease in
adults and children In Belarus have not previously been presented. THE AIM: to analyze the clinical, immunological, morpho-
logical characteristics, treatment regimen and prognostic factors of IgM nephropathy in children, PATIENTS AND METHODS.
The study included 153 patients during the 6 years observed in the Republican Center for Pediatric Nephrology, among whom
21 were diagnosed with IgM nephropathy. RESULTS. Analysis of clinical, morphological features, the participation of markers
of activation of T- and B-lymphocytes, pro-inflammatory and profibrotic molecules was performed. CONCLUSIONS. In most
cases, IgM nephropathy is characterized by steroid dependence or resistance, or frequent relapses, which dictates the need
to join cytostatic agent. In childhood is characterized by a benign course with no signs of progression.

Keyworlds: IgM nephropathy, children, immunology, histology
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BBEAEHUE

IIepBoe onmcanue MaccUBHBIX OTIOXkeHUN IgM B
KITyOOUKax mpu remarypuieckux (opmax Hedpura y
OonpHBIX ObLIO cnentano L.B.A. Van de Putte u coasr.
B 1974 r. Ilo3nuee H.K. Bhasin u coasr. (1978) BbIs-
B 1uddysHele neno3utsl [gM y manueHToB ¢ npo-
tenHypuueckumu Hegpuramu, a A.H. Cohen u coaBr.

*Kospipo U.A. 220116, Benapycs, . MuHck, np. [3epxutckoro, 1. 83.
Benopycckuii rocyrapcTBeHHBII MEAUIUHCKUI yHUBEpCHTET, |- kadenpa
nerckux 6onesneit. Tem.: (37517)3695761; E-mail: kozyroia@mail.ru.
ORCID: 0000-0001-8915-445

(1978) — npu mHedpotrdeckom cuaapome (HC) ¢ rema-
typueit [1]. PacnpocTtpanenHocts IgM-nedpomnarun,
MO JIAHHBIM B3POCIIBIX HE(PPOIOTHYESCKUX PETUCTPOB,
kosebmercs ot 2 o 5% ot obmiero gucia Bcex Ciry-
gaeB TiomepynoHedpura (I'H), B oOmmiei momymsmnn
coctaisieT okoino 0,3 Ha 1 mutH Hacenmenws [ 1, 2].
EnuHbIX KpUTEpHEB MOCTAHOBKH JIMArHO3a HE pas-
paboTaHo, YTO YCIOKHSIET OIEHKY PacnpoCTpaHeH-
HOCTH, KIMHUKO-MOP(OIOTHIECKUX OCOOCHHOCTEH
u mporHoza IgM-medpomnatun. OCHOBO# nHarxHosa
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CIIy>)KUT BbIsIBIIeHHE IgM B KadecTBe €IUHCTBEHHBIX
Wi JoMUHHpYIOIUX [g B mesanruyme anddysHo
WJIH TI00abHO paclpeeseHHBIX MIPH OI[EHKE HMMY-
noructonoruu (UI'), ”HTEeHCHBHOCTH CHUTHAJIA BBIIIIE
ymepennoit (> 2+). B 30-100 % Bo3MOXKHO Takke
BeIABIIEHHE nernmo3uToB C3-xommremenra. Otmesnb-
HBIC aBTOPHI ONKCHIBAIOT Ccllaboe HecrenuduyecKoe
ceeuenue 0 1+ IgG, IgA u Clq [1].
lucronornueckast kaptuHa IgM-nedponarun
MOXeT ObITh monuMopdHoi. [Ipu cBeTOBOW MHUKpO-
ckoru (CM) ki1yO0UKH MOTYT BBIIVISLIETH HOPMAJIb-
HO, MHOT/Ia HAONIIOAI0TCA YMEpeHHasl CerMeHTapHas
ME3aHTHaJIbHAs  TUIIEPKIETOYHOCTh, YMEPEHHBIN
ME3aHTHAJIBHBI  CKJIepo3, NpPHU3HAKH (OKAIBHO-
cerMeHTapHoro mnomepynockiepoza (OCI'C). Ilpu
ANIEKTPOHHOM MUKpOcKonu (OM) ormeuarotcest ud-
(hy3HOE MCUE3HOBEHHE MAJIBIX OTPOCTKOB ITOIOIIUTOB
u amopdHbIe Me3aHrHalbHbIC cIab0 3JIEKTPOHHO-
IUIOTHBIE JETIO3UTHI. Takue M3MEHEHHs I03BOJISIOT
psity muccienoBareneit Tpakroatsh [gM-Hedponaruio
KaK IMPOME)KYTOYHBII BapHaHT MEXTy O0IE3HBIO MH-
HuManbHbIX usmeneanii (HCMU) u ®CI'C [1, 2].

B 2015 r. cnenmanucramu Mayo Clinic/Renal Pa-
thology Society npeioKeHbl KPUTSPUH TUATHOCTHKU
IgM-nedponarin (Consensus report on pathologic
classification, diagnosis and reporting of GN)[3]. Co-
OroZieHne BCeX TpeX KPUTEPUEB SBISIETCS HEOOXOIH-
MBIM: 1) TOMHUHUPYIOIINE WK €JHCTBEHHBIE JIETI03H-
ToI IgM B Me3anrnyme. Jlomyctumo npucytcTBue IgA,
IgG He B 3KBHMBaJIGHTHOM WM TIpeBblmaromem IgM
xommuectBe, a Takke C3, Clq xoMmruieMenTa; 2) me-
3aHTHAJIbHBIE AEMO3UTHI TP OM; 3) BO Beex cirydasix
JIOJDKHBI OBITH MCKJIFOUEHBI CUCTEMHBIE 3a00JIeBaHNS.

B MupoBoii sureparype HEMHOIOYHMCIEHHbIE UC-
CJIe/IOBaHUS MOCBSIIeHBI Tpobieme [gM-Hedponarin
y nereii. B bemapycu nanneie 1Mo 3a00JI€BaHHIO Y
B3pOCIJIBIX U JIeTeH paHee He MPeICTaBIsUINCE.

Lenpro Hamero ucciaeqoBaHUs SBUJICS aHAJH3
KIIMHUYECKUX, UMMYHOJIOTHYECKHX, MOpQosoruye-
CKuX xapaktepucTuk IgM-Hedponaruu y jaereit, a
TaKXke PeKHMOB MPOBOIUMON Tepanuu U (HaKTOpoB,
BJIMSIIOIINX Ha TIPOTHO3.

NAUUEHTbBI U METOAbI

B wuccnenoBanne BkIoueHo 153 manmeHTra, B Te-
yeHue 6-nerHero mnepuoma (2013-2018 r) nabmio-
nmaBmmxcst B PecrryOnukanckom LleHTpe merckoil He-
(dbponorum Y3 «2-51 AeTckas KIMHAYCCKas OOTHHUIIA
. MuHCKa, KOTOpBIM ObLTa IpoBezieHa Heppoouoncus
[0 CIEIYIONNM TMOKa3aHuAM: He(POTUUECKUN CHH-
IpoM (TOPMOHOPE3UCTEHTHBIN, TOPMOHO3aBUCHMBIN
WIA 9acTO PEeUUANBUPYIOIINI), YUCTHII WM B cOoye-
TaHWUU C TeMaTypuel W/WIi apTepualibHOW THUITePTEH-
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3Wel, a TaKkKe H30JMPOBAaHHAS HEHEPPOTUICCKOTO
YPOBHS IPOTEHHYPUS WIIM B COYETAHUHU C TeMaTypuei.
VY 59 manpeHToB MOP(OIOTHYECKH BEepUPHIIUPOBAH
OCT'C,y 55 - HCMMU, y 8 — me3anruomnponudeparus-
Hblii ['H, y 5 — Me3anrnoxkanwnisipaelii I'H, y 5 — Mem-
Opanoznas Hepponarus, y 21 — IgM-nedponarusi.

Kpurepuem  nocraHoBku  auarHoza  IgM-
He(poNaTUy MOCIYKUJIO BBISBICHUE JTOMHHHUPYIO-
IMX WIK €IMHCTBEHHBIX Neno3uToB IgM B me3an-
ruyme (6onee uem 1+). Jlomyckanoch mpUCyTCTBHE
IgA, IgG HEe B SKBHBAJICHTHOM WJIH IIPEBBIIIAIOIIEM
IgM xomuuectBe, a Takxke C3, Clq KOMIIOHEHTOB
KoMIUIeMeHTa. Bo Bcex ciydasix OBUIM MCKITIOYEHBI
CHUCTeMHbIe 3a0oJeBaHMs. [ pyImy KOHTpOJIS cocTa-
BUJIM 36 yCIIOBHO 370POBBIX JETEH.

CratucTH4yecKuil aHajau3 TONYYEeHHBIX JaHHBIX
OCYIIECTBIISUIM C MOMOIIBIO MPOrpaMMbl «Statistica
Ver. 10.0» («StatSoft, Inc.», CIIIA). IIpu HOp™Mash-
HOM pachlpeefieHHH TIOKa3arens JAJs BbIIBICHUS
MEKTPYIIOBBIX Pa3IMUUM UCIIOJIB30BAIH t-KPUTEPUI
CrploieHTa, TIPU ACHMMETPUYHOM paclpeie’IeHun
U-kputepuii ManHa—YUTHH. AHaJIU3 KOPPEISIIHOH-
HBIX B3aMMOOTHOIIIEHUH OCYIIECTBISUIN C TIOMOIIBIO
kodpunmenra xoppensiiuu Crupmena. Hyneyro
CTaTUCTUYECKYIO THIIOTE3Y 00 OTCYTCTBUU pazIuunit
u cBsizeit otBepranu npu p<0,05.

PE3YJIbTATbI

21 peGenok (14 mampuukoB, 7 JI€BOYEK) B BO3-
pacte ot 2 1o 16 net (Menuana §) ¢ JUTEIHLHOCTHIO
Habmronenus ot 11 mec go 10 meT mmenu rucroso-
rudyeckue kpurepuu [gM-uedponarun. Hedporuue-
ckuit cuaapom (HC) sBrsicst Hanbonee 9acThIM KITH-
HUYEeCKUM mposiBieHueM IgM-nedponaruun — 81%
(17/21). B uuctom Buzne HC orMeuarcs B 6 ciaydasix.
HC B coueranmu ¢ Al u remarypueit — y 5 nmereii.
HC B xomOunamuu ¢ AI' — y 6. I'emarypus ormeua-
Jach B 3 ciydasx, HeHe(ppoTHyecKasi IpOTenHYpHUs —
B 1. ApTepuanbHas TUIIEpTEH3Us TUarHOCTUPOBAHA B
52 % (11/21) xnmuanveckux HaOmoneHwi. [emarypus
BbIsiBieHa y 38 % malMeHToB, COMYyTCTBOBaja He-
¢dporuveckoit mporeunypuu B 29,4 % cinydaeB. Y 2
MAIMEeHTOB OTMEYAJIOCh TPAH3UTOPHOE HapyIICHHE
A30TOBBIJICIUTENFHON (PYyHKIINHU TTOYCK.

B 2 ciywasx oTMeuyeHBI 31M30/bI MaKporeMary-
pyuH Ha pOHE MHTEPKYPPEHTHBIX HHEKINH, PH Ha-
MIPaBJIECHUH HA TUCTOJIOTUYECKOE HCCIENOBaHHE Pa-
Oounii quarnos «IgA-aedpomarusy».

[IpencraBnsgemM KIMHUYECKUE HAOTIOMEHUS JBYX
MAI[MeHTOB.

[Manment X. (MajgpIuK) HAOMIOMACTCS B KIMHUKE
B TeueHue 10 metT, OMONTUPOBAH ABAXKIBI: B 2-JIET-
HeMm Bo3pacte — HCMMU, nosTopHO B 9 set mo mpu-
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Puc. 1. KoHueHTpauma mapkepa aktusauumn B-nnumoountos
(BAFF) y 3popoBbix 1 getein ¢ IgM HedponaTtumei.

Figure 1. B-cells activator (BAFF) level in healthy and children with
IgM nephropathy.
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Puc. 3. KoHueHTpauua mapkepa aktuBauum B-numdpountos
(BAFF) y netein c HCMW, IgM-Hedponatumeit n drcc.

Figure 3. B-cells activator (BAFF) level in children with Minimal
change disease, IgM nephropathy and Focal segmental
glomerulosclerosis.

YHHE penuauBHpyronero xapakrepa teuenust HC u
npucoenunenust Al Mopdonoruyecku B 21 u3 28
KIIyOOUKOB OTMEYajach Me3aHrHajbHas nponudepa-
LIMsl CETMEHTApPHOT0 XapakTepa ciaboii cTerneHu ¢ He-
3HAUUTEbHBIM pacllupeHNeM MaTpuKca, 1 Kiryoouek
[7100aJIbHO CKJIEPO3UPOBAH, BBISIBIIEHA SKCIpecCHs
IgM 1+ B Buae OKpallMBaHUS COAEPKUMOTO U CTe-
HOK OTJENIbHBIX Mepudeprudeckux Kanmmuisapos. [lo-
Jy4aJl TOJIBKO MpeTHU3070H. K MOMEHTY MOJroToBKH
myOnuKanuu QyHKIUU MTOYEK COXPaHHBI.

[MammenT VY. (Manpuuk) HaOMIONACTCS B TEUCHUE
8 net, 6osen ¢ 4 ner — HC, penmnauBupyomee Tede-
Hue (5 peunauBoB ¢ xopouum otBeToM Ha I'KC, 6-i
petaus ['KC+nesamuson). HedpoOuorncus mpose-
neHa B 12 net nmo npuunne pesucrentHoctr K ['KC.
Mopdonorus: B 7 u3 20 kiyOOUKOB Me3aHrHaIbHAS
nponudepanys CerMEHTApHOIO XapakTepa ciadoit
CTETICHH C HE3HAYHMTEJILHBIM PACIIMPEHUEM MaTPHK-
ca, 3 kiyOouka rmo0anbHO CKIEPO3UpPOBaHbI, B 2 U3
HUX (QuOpo3HBIE MONynyHUs. B crpome — menkue
oyarn ciaabOBBIPAXKEHHOW KPYTIJIOKIETOYHOW WH-
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Puc. 2. KoHueHTpauusa mapkepa aktusaunu T-numbounToB
(RANTES) y 3popoBbix 1 geteii ¢ IgM HedponaTnein.

Figure 2. T-cells activator factor (RANTES) concentration in healthy
and children with IgM nephropathy.
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Puc. 4. KoHueHTpauus mapkepa aktnsauum T-nuMm@pounTos
(RANTES) y netert c HCMWU, IgM-HedponaTtunein n Ircc.

Figure 4. T-cells activator factor (RANTES) concentration in
children with Minimal change disease, IgM nephropathy and Focal
segmental glomerulosclerosis.

¢bunbTpanyu, nepurioMepysipHoro Guopo3a BOKpyT
3-ex kiy6oukoB. Dkcnpeccus [gM 2+ B Gosbineii ya-
CTH KIIyOOYKOB B BHJIC JICTIO3UTOB B ME3aHTHyME M
BIOJb HEKOoTOphIX BM kammmsipos. K nedenuro mo-
6asnen uukiocnoput A (CycA), TOCTUTHYTa peMHuC-
cust. OyHKIIMM IOYEK COXPAHHBI.

Mopdomnorudeckue u3MeHeHus y 21 maiueHra
KJIacCU(UIMPOBAHbl KaK: ME3aHTHalibHas IPOJIHU-
¢epanms cermentaproro xapaxrepa (17), auddys-
Has cermeHTapHas (5) winu miobanmbHas (2) Me3aH-
ruanpHas npoiudeparus, PCI'C (6), aare3us ka-
NWUISPHBIX TETENlb K HAPYKHOMY JIMCTKY KarCyJibl
[ymnsuckoro—boymana ( 9), moOanbHBIN CKIIEpo3
kiyooukoB (11), cermenTapHblii ckiepos (3). Dkc-
TpakanuuiapHas nponudepanust (GuOpPOKIETOUHBIE
win (GUOpO3HBbIE TONYAYHHsI) ONMCAHBI B 3 Cilyya-
sx. Co CTOpOHBI TYOYJOUHTEPCTUIMAILHOW TKAHU:
oyaroBasi arpo¢us KaHajbleB (6), CKIEPO3 CTPOMBI
(7), y 1 pebenka oTrmeuasncst BbIpaXEHHBIH TyOys0-
MHTEPCTULIMAJIBHBI KOMIIOHEHT. DeTanbHble KIy-
0OYKHM MPUCYTCTBOBAH Y 2 MAIIMECHTOB.
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Puc. 5. KoHueHTpauma kacnasbl 1y 340poBbIX U Aeten ¢ IgM-
HedponaTnen.

Figure 5. Caspase1 concentration in healthy and in children with
IgM-nephropathy.
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Puc. 7. KoHueHTpaums IL1B y neter c HCMW, IgM-HedponaTueii
n ®rcc.

Figure 7. IL1p concentrationin children with Minimal change disease,
IgM-nephropathy and Focal Segmental glomerulosclerosis.

HNMMmyHOTrHCTOIOTHYECKH MOHO3Kcnpeccus IgM
1+ wnu 2+ BeiaBieHa y 13 pereii. Ko-momunantuas
akcnpeccusi: npucyrersue 1o 1+IgA B 4, IgG B 7, C3
B 5, Clq B 4 cinyuasx.

B ceBopotke kpoBu metonom DA omnpene-
JIeHa KOHIIEHTpalMs MapKepoB aKkTWBauuu T- u
B-mumpountoB (RANTES, BAFF). V nauuenros
¢ IgM-nedponarueld ypoBeHb MapKepa aKTHBALMH
B-nmuM¢ounToB 3HaYMMO MpEBbIMIAN TOKA3aTeH
3nopoBbix geteit (p<0,05) (puc. 1). JocToBepHBIX
paznuunii o ypoBHto RANTES He nomnydeno (puc.
2).

Mpl onpenenauan ypoBeHb MAapKepOB aKTHBALUU
T-u B-numdouuro y nmanuentoB ¢ HCMU, IgM-
He(ponarueir 1 ®CI'C nmns OUEHKH BEpOSTHOCTH
y4acTUsl B NPOTPECCHUPOBAHMU H3MEHEHUH OT MHU-
HuManbHbIX 10 OCI'C. JlocToBepHBIX pa3iuuuil B
rxoHueHTpaunu RANTES u BAFF mexny rpynnamun
HaMU HE NoIy4YeHo (puc. 3, 4).

Co CTOpOHBI MPOBOCHAINUTENBHBIX MOJEKYN IO-
Ka3aHO 3HAUYMMO€ ITOBBIIIEHHE YPOBHA Kacmasbl-1 u
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Puc. 6. KoHueHTpauusa IL1B y 3n0poBbIX 1 geTtein ¢ IgM-
HedponaTnen.

Figure 6. IL1B concentration in healthy and in children with IgM-
nephropathy.

Caspase-1
400- .- .-
] | YV'YT
300- v
o v
= 200 A
= "
o oa" Adh "‘
100 Jﬂ- v
] Apaas -;—v-v—v-
N RV

|
XTitle

Puc. 8. KoHueHTpauua kacnassl 1y geten ¢ HCMU, IgM-
Hedponatumen n Grcc.

Figure 8. Caspase 1 concentration in children with Minimal change
disease, IgM-nephropathy and Focal Segmental glomerulosclerosis.

IL-1PB pm IgM-Hedpomatuu B cpaBHEHUH CO 3710PO-
BEIMH (p<0,05), puc. 5, 6.

3HAYMMBIX PA3INYHiA B KOHIIEHTPALIMU TIPOBOCIIA-
JTUTENBHBIX MOJIeKy kKacmasa-1, IL13, THFo mexmy
rpymmamu gereir ¢ HCMMU, IgM-umedponaruneir u
OCI'C me momydeHo (puc. 7, 8, 9).

[Ipu omenke KoHIEHTparuu (aKTOPOB pOCTa —
cocymuctoro suporenuanbHoro VEGF u TkaneBoro
tpanchopmupyromero TGFIP y 310poBsIX u mereit
¢ IgM-HedpomnaTreil moaydeHo CYIECTBEHHOE IIO-
BeIieHue KoHneHtparuu TGF1B (p<0,05) npu IgM-
Hedponarun (puc. 10, 11).

[ToxazaHO 3HaYMMOE TIOBBIIIEHNE KOHIIEHTPAIIUU
TKaHEBOTO TpaHcopmupyromero Qakropa pocta
TGF1p mpu IgM-aedponarnm u CI'C (puc. 12, 13).

Jleuenue. Monotepanuto I'KC nomydyanu 4 geno-
Beka, ' KC B xoMOMHAIMHU ¢ IIUKIIOCTIOpUHOM A 12,
I'KC ¢ neBamu3zonom — 1, TombpKO 3Hamanpwmit — 4 pe-
Oenka. B 6ompmmHCTBE citydaeB (62 %) y ManueHToB
OoTMeYajach TOPMOHO3aBHCUMOCTh WM TOPMOHOpE-
3UCTEHTHOCTb.
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Puc. 9. KoHueHTpaumsa TNFay neteii c HCMW, IgM-HedponaTtnein
n @rcce.

Figure 9. TNFa concentration in children with Minimal change
disease, IgM-nephropathy and Focal Segmental glomerulosclerosis

TGF
700-
600+ A a
500+ :
2 4004 Ak
£ 3004 Y
2004 . e
0 - -
XTitle

Puc. 11. KoHueHTpauuna TGF1f y 3gopoBbix 1 geten ¢ IgM-
HedponaTnen.
Figure 11. TGF18 level in healthy and IgM-nephropathy.

TGF-1b

900+

800+ ;

7004

600+ YYYY
2 500 b
= 4004 TV
> 3004 -3—;—",4%

2004 Yyv

100+ w

0 T T T

XTitle

Puc. 13. KonueHnTtpauua TGF1p y neten ¢ HCMWU, IgM-
Hedponatumen n GCIC.

Figure 13. TGF1p level in children with Minimal change disease,
IgM-nephropathy and Focal Segmental glomerulosclerosis.

OBCYXAEHUE

C MOMeHTa TOSBIICHHS TIEPBBIX MyONUKaui ana-
ruo3 [gM-HedpomnaTuu CUuTaeTCs MPOTHBOPSUYUBBIM.
[Tonumop¢Hast rucToNIOrHYEcKasi KapTUHA TTO3BOJISIET
psiny uccienoBareneil Tpakroatsh [gM-Hedponaruio
KaK IMPOMEKYTOUHBII BapHaHT MEXy O0JIE€3HBIO MU-
HuManbHbIX n3MeHeHu u OCI'C. JluckyccuOHHBIM
ocraetcst Bonpoc o cBsizu PCI'C u [gM-uedponarum.
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Puc. 10. KoHueHTpauuna VEGF y 3gopoBbix 1 geteii ¢ IgM-
HedponaTmen.

Figure 10. VEGF concentration in healthy and children with IgM-
nephropathy.
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Puc. 12. KoHueHTpauus VEGFy netein c HCMW, IgM-HedponaTtumein
n ®dCre.

Figure 12. VEGF level in children with Minimal change disease,
IgM-nephropathy and Focal Segmental glomerulosclerosis.

YacTb uccnenoBaresieil OTTalIKUBAIOTCS OT OCHOBHO-
IO KpUTEpHs MOCTAaHOBKU IUAarHo3a — IJ00aJbHOIo
BEISBIIEHUST B Kiyoouke IgM-nenosuroB mpu UL, a
CErMEHTapHOE X paclpelesieHne NpenIaraloT Cuu-
TaTh Tpu3HaKoM wuauornarndeckoi Gopmer OCI'C.
Jpyrue ykas3bIBaroT, YTO ONPEIEIISIOIINM SIBIISETCS
MHTEHCUBHOCTb PEAKLIUH, a HE paclpeaeeHue Iero-
3UTOB, 03TOMy PCI'C ¢ MHTEHCUBHOCTBIO CUTHAja
BBIIIIE YMEPEHHOU (> 2+) TOHKEH TPaKTOBATHCS Kak
IgM-nedponarus [1-4].

JuckyrabenbHON ocTaéres pojib JIEHO3UTOB, CO-
nepxkamux IgM. YuuThiBas BbIsBI€HHE B J10CTa-
TOYHO BBICOKOM KOJIMYECTBE HAOJIONEHUI MEe3aHIHU-
anbHOW mponudepanun (CErMEHTapHOTrO XapakTepa,
pexxe muQQy3HON CerMeHTapHOW WM TI00ATBHOM)
MO3BOJISIET MpernoaraTh yyactue IgM B ee cTuMy-
jaumi [1, 5].

CornacHO pe3yJabTaraM HaTHBHBIX HeppoOHon-
CHH pa3HBIX HMCCIIEAOBaTeNICH, pacpoCTPaHEHHOCTD
IgM-nedponarun cocrasuser ot 1,8 mo 18 % [1-3,
5, 6], mo HaOmomeHusM Hamiero ueHtpa — 5,7 %.
Haubounee gacToli kiumHHYECKOH Tipe3eHTanueii [gM-
Hedponartuu seisiercs HC B unctom Buze n10o B co-
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yeranuu ¢ Al w/mnu remarypueid. M3zomupoBanHast
reMaTypusi OTMedasnach B 3 Cllydasix, YTO COMOCTAaB-
JsieTCsl ¢ TaHHBIMU JTUTepaTypbl. BozmoxHo, eno3u-
Tbl [gM SABIAIOTCA NPUYMHON PUCOEIUHEHUS TeMa-
TYpHUH UM apTepuasibHoM runeprensun npu HC.

Bospact manudecrannu (Meauana 6,5) 3aHUMA-
eT MpoMeKyTouHoe nojoxenue Mexay HCMU (me-
muana 4) u ®CI'C (memmnana 12) (p<0,05). Taxxke
kak HCMU u ®CI'C, IgM-HedpomnaTust 70cTOBEpHO
garie BcTpevaercst y ManpaukoB (p<0,05).

Hamu He BBIABICHO MPOTHOCTUYECKON accolma-
LU MeXay mponudeparueil Me3aHTHaJbHBIX KJle-
TOK WJIN JKCHaHCHEW MEe3aHTHaJIbHOTO MaTpuKca U
KOJINYECTBOM Jeno3uToB IgM, kak oTrMedasock B
psae myOnuKkanuii B3pocisix Hedposaoros [2—6]. Bei-
paXeHHBIE CKJIEPOTHYECKHE HW3MEHEHHMsS y HalluxX
MAIMeHTOB OTMEUYeHBI B OoJiee cTapiieM Bo3pacTe U
OTpaXkaroT MPOIOIKUTEIHFHOCTH CUMIITOMOB JI0 TPO-
BeZIeHNsI He(hPOOHOTICHH.

JlocToBepHBIX pa3nuuuil Mo JabopaTOpPHBIM TIO-
KazaressiM, 3a HCKIIIOYEHHEM TMepuojia aKTHBHBIX
nposeiennit HC, mexny rpynmamu HCMU, IgM-
Hedpponaruu 1 @CI'C Hamu He BBIsIBICHO. B 60Ib-
IIMHCTBE cy4yaeB TeucHue IgM-HedpomnaTuu xapak-
TepU3yeTCsl TOPMOHO3aBUCUMBIM HII TOPMOHOPE3H-
CTEHTHBIM BapHaHTOM, JIMOO YAaCTBIMU PELUANBAMH,
MO3BOJISISL MPEIONOKUTh BKiIaa Jeno3utoB IgM B
(hopmupoBanue orsera Ha Tepanuio ['KC.

SAKJTHOMEHUE

Knuangecku y nereit ¢ [gM-Hedponarueii yame
BcTpeuyaercs HC B coueranuu ¢ AI' u remarypueil.
Mopdonoruueckn OTMEYarOTCsi CerMEHTapHas Me-
3aHruanbHass npoiudeparus, OCIC, aaresus ka-
MWUIAPHBIX TIETeNb K HapY)KHOMY JIUCTKY KarCyJIbl
B, cknepo3 KIyOOUKOB, OuaroBasi aTpoQus KaHalb-
1IeB U CTpOMaJIbHBIM ckilepo3. IlokazaHo ydacTtue
(daxTopoB aktuBanuu T- u B-mumdornuros, mpoBoc-
najutenbHbix Monekyn (IL1P, TNFo, kacnaza 1) u
MapkepoB sHpoTenuanbHol nuchynkuun (VEGE,
TGFB).

[Ipu cpaBuennu rpynn nanuentos ¢ HCMU, IgM-
Hedponaruein 1 PCI'C nmokazaHo ydyacTue MapKepoB
aktuBanuu T-mumdornutoB RANTES u TGF1[, Bo3-
MOYKHO UTPAIOIIUX POJib B TpaHC(hOpMaINu U3MEHe-
Huil oT MuHnManbHBIX 10 PCIC.

B OGonpmmucTBe cinyuyaeB IgM-nedponarus xa-
pakTepusyeTcs TOPMOHO3aBUCUMOCTBIO WM TOPMO-
HOPE3UCTEHTHOCTHIO, MM YacThIMH DPELUIUBAMH,
YTO JUKTYeT HEOOXOAMMOCTh Ha3HAuUeHUS BYX-
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KOMIIOHEHTHOM HMMYHOCYIIPECCUBHON Tepaluu C
XOPOIIMM OTBETOM Ha IUKJIOCIOpWH A. B nerckom
Bo3pacte [gM-HedponaTus xapakrepusyercst 100po-
Ka4eCTBEHHBIM T€YEHHUEM, IPU3HAKOB IIPOrPECCUPO-
BaHUs IIOYEYHON HEJOCTAaTOYHOCTH y HAIIUX JETEH
HE BBISIBJICHO.
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D.®. Anopeesa’, H JI. Casenrosa

TEHEHVE AYTOCOMHO-AOMWHAHTHOIO

N AYTOCOMHO-PELECCNBHOIO MOJINKNCTO3A MNOYEK
(ALMM W APMM), BbIABMEHHbBIX B MPEHATAJTbHOM,
HEOHATAJTbHOM W TPYAHOM MEPUOOAX Y OETEN

Kadenpa dakynsretckoit neanatpumn CaHkT-MNeTepbyprckro rocygapCTBEHHONO NeamaTpuyeckoro MeauumMHCKoro yHmeepcuteTta, CaHkT-
MeTepbypr, Poccusa

PED®EPAT

LIEJIb: oxapakTepn3oBaTb 0COOEHHOCTU TeYEeHUs ayTOCOMHO-AoMMHaHTHoro (AZMNM) M aytocomHo-peueccusHoro (APIMM)
NMOSIMKNCTO3a MOYeK, BbIBAEHHbLIX B NpeHaTasibHOM, HeoHaTalbHOM 1 rpyaHoM nepuopax. MALUMEHTBLI 1 METOAbI: AANM
nunarHocTuposaH y 28 n APIIMN -y 12 n3 40 peteit n nogpocTkoB. OueHeHbl AYHaMKMKa AnaMeTpa NoYeYHbIX KUCT (MM), 06Lero
obbema noyek (OO, cm3) no Y3U; nocTpoeHbl InHnm TpeHaa cpearnx OOI n anameTpa noyveyHbix KUCT. CKOPOCTb Kiybou-
KOBOW dunbTpaumm onpeaeneHa no popmyne Schwartz. népo3a neveHn BoisisnieH no Y3U, MPT, KT, 6uoncuun. PE3YJIbTATHI:
ALMM npeHaTanbHO 1 B TEHEHME NEPBOro rofa Xn3Hu sbiseneH B 19,1 %, APIMM - B 70,6 %. CtabunbHas apTepuanbHas runep-
TeH3us (AlN) yctaHosneHa npu AANNT ¢ «04eHb paHHUM BbisiBneHnem» B 7 % (y nogpocTtkos), npu APTIM - B 100 % (B BO3pacTe
no 3 net). AnameTp noyeyHblx KUCT yBenuymeaetcs npy ALMM. MoyeyHble KUCTbl MHOXECTBEHHbIe, IBYCTOPOHHME C poXae-
Hus npy APTMM, anameTtp kncT He HapacTtaeT. OOl yBennyeH npu poxaeHun y 3,6 % petert ¢ AAMM, y 100 % ¢ APIMI. JlnHns
TpeHaa cpeaHux OO npu AAMNT akcnoHeHUManbHoro xapakrepa, npy AP — nnHenHoro. BHenoye4yHoe pacnonoxeHue KUCT
anarHocTupoaHo npu ALMNM B 3,6 % (B anykax), npu APTMN B 67 % (B neveHn). PMbPO3 neveHn ¢ CUHAPOMOM MOpPTasibHOM
rmnepTeH3nn BoiBneH y aetein ¢ APIIM — B 33,3 %; BbINOMHEHO NUIMpPoOBaHME BeH nuuieBoaa. OCTpoe NoBpeXaeHne noyek
YCTaHOBNEHO Yy HOBOPOXAEHHbIX Nnpu AATM B 3,6 %, npwn APIIM B 33,3 %. JleTanbHbii ncxon, KOHCTaTMpoBaH y 3 (25 %) neten
npw APIM. B katamHese ncxon B XbMNC3y 2 pneteri c AAMNM ny 3 peteii ¢ APMMN, B XBMC4 y 1 pebenka ¢ APMIMN. 3AK/IIOYEHUVE:
nokasaHbl 0cobeHHocTn TeueHus AL 1 APIMM, BbiiBNEHHbIE B NpeHaTaslbHOM, HEOHATa/lbHOM W FPYAHOM Nepuoaax.

KnioueBble cnoBa: ayTOCOMHO-A0OMUHAHTHbIV NONMKNUCTO3 NOYEK, ayTOCOMHO-PELECCUBHBIA MOMNKNCTO3 NOYEK, AETU, Y3N-
METPUYECKNA 0OLLIMIA 0OBEM MOYEK

E.F Andreeva®, N.D. Savenkova

COURSE OF AUTOSOMAL DOMINANT AND AUTOSOMAL
RECESSIVE POLYCYSTIC KIDNEY DISEASE WICH DETECTED
IN PRENATAL, NEONATAL AND INFANT PERIODS

IN CHILDREN

Department of faculty pediatrics of the Saint-Petersburg State Pediatric Medical University, Saint-Petersburg, Russia

ABSTRACT

THE AIM: to characterize the features of the course of autosomal dominant (ADPKD) and autosomal recessive (ARPKD) poly-
cystic kidney disease detected in the prenatal, neonatal and thoracic periods. PATIENTS AND METHODS: ADP was diagnosed
in 28 and ARPP in 12 of 40 children and adolescents. The dynamics of the diameter of renal cysts (mm), total kidney volume
(TKV, cm3) by ultrasound were evaluated; Constructed trend lines for average TKV and diameter of renal cysts. The glomerular
filtration rate is determined by the Schwartz formula. Liver fibrosis was detected by ultrasound / MRI / CT / biopsy. RESULTS:
ADPKD was detected prenatally and during the first year of life in 19.1 %, ARPKD in 70.6 %. Stable arterial hypertension was
diagnosed with an ADPKD with “very early detection” in 7 % (among adolescents), with ARPKD in 100 % (under 3 years of age).
The diameter of the renal cysts increases with ADPKD. Renal cysts are multiple, bilateral since birth with ARPKD, the diameter
of the cysts does not increase. TKV increased at birth in 3.6 % of children with ADPKD, in 100 % with ARPKD. The trend line of
average TKV with ADPKD is exponential, with ARPKD - linear. Extrarenal location of cysts was diagnosed with ADPKD in 3.6 %
(in the testes), with ARPKD in 67 % (in the liver). Liver fibrosis with portal hypertension syndrome was detected in children with
ARPKD in 33.3 %; performed ligation of the veins of the esophagus. Acute kidney damage was found in newborns with ADPKD

*Annpeea D.D. 194100, Poccus, Cankr-IlerepOypr, JlutoBckast, a. 2.
Cankr-ITerepOyprckuii rocynapcTBEHHbIN MEeAMATPUYESCKUNA MEIULIMHCKUI
yHUBepcHTeT, kadenpa pakymsrerckoil nequarpun. Te.: (812)4165266;
E-mail: A-Elvira@yandex.ru. ORCID: 0000-0002-8753-1415
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in 3.6 %, with ARPKD in 33.3 %. Fatal outcome was ascertained in 3 (25 %) children with ARPKD. In the follow-up, the outcome
in HBPSB is in 2 children with ADPKD and 3 children with ARPP, in HBPS4 in 1 child with ARPKD. CONCLUSION: features of the
course of ADPKD and ARPKD revealed in the prenatal, neonatal and thoracic periods are shown.

Keywords: autosomal dominant polycystic kidney disease, autosomal recessive polycystic kidney disease, children, ultra-
sound total kidney volume

Jns uurupoBanus: Auapeesa O.d.*, Casenkosa H.J[. Teuenne ayTocOMHO-JOMHHAHTHOTO M ayTOCOMHO-PELIECCUBHOTO MOJUKKCTO3a mouek (AITIT
u APIIIT), BBISBICHHBIX B PEHATAILHOM, HEOHATAIBHOM U IPYIHOM Iepuopax y nereid. Hedpororus 2019; 23 (5): 77-87. doi:10.24884/1561-6274-
2019-23-5-77-87
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BBEOEHUE

AxtyanpHOCTh mipoonembr AJIIIIT u APIIIT oby-
CIJIOBJICHA BO3PACTHBIMU OCOOCHHOCTSIMH BBISIBIICHHS
KHCT 1o pesynbrataMm Y3U B mpeHaTaJbHOM, HEOHA-
TaJbHOM U TPYAHOM IEPUOAAX, XaPAKTEPOM TCUCHHS
1 MCXO0Ja y JIeTeH U OAPOCTKOB.

Mo xnaccuduxanuun S.M. Bonsib (2009), Bce ciy-
yau quarHoctuku AJIIIII B neTckom Bo3pacTe OTHO-
catcs k «aerckoit popme A/IIII ¢ panHrM HavaroMm»
[1, 2]. B oTeuecTBeHHOI 1 3apyOeKHON TUTEpaType
st cnyvyaeB quarnoctuku A y nmereir B BO3-
pacte 10 18 mec ucnonb3yercs TepMUH «very early
onsety (aHIIL.: «OYEeHb paHHEE HAYaso0»), IPeaIoKeH-
HbIid A.Shamshirsaz (2005) [3]. B ta6m. 1 npeacras-

JeHbl auarHoctuueckue kpurepun AJIIT nns ne-
Telt n moapocTkoB u3 cemeit ¢ 50 % puckom AT,
a taxxke kpurepuu A (mymayus de novo) mns
JleTedl U3 ceMed C OTpULATEIbHBIM aHAMHE30M I10
AT [4-6].

B oTeuecTBeHHON M 3apyOeKHON JIMTEpaType MC-
nosnb3yeTcs cheayromas tepmudonorus AT u
APIIII (tabm. 2).

B cBsi3u ¢ BbIpakeHHON KIMHUYECKON KapTUHOU
1 TIOATBEpKIeHHEeM KucT nipu Y3U Hambomee gacto
B MIPEHATATbHOM, HEOHATAIBHOM H TPYIHOM IEpHO-
nmax BeIABILIIOT APIII, Tak Ha3sIBaCMBIM «IECTCKUM
THID» TOMMKHCTO3a mouek Q61.1 [2, 10-16]. Hepen-
ko AJIIIII, mnau Tak Ha3bIBAa€MbIN «B3POCIHBINA THII

Tabnuua 1/ Table 1

Kputepumn Y3U-gnarHoctuku ALAMNM y aeteit n noapocTkoB [4-6]
Ultrasound diagnostic criteria ADPKD in children and adolescents [4-6]

BospacT BbisBneHus no- | Kputepuin anarHoctmkm AAMNM
YeyHblx kuct no Y3U

0-15 net

eb6eHok 13 cembu ¢ 50 % puckom AL
KUCTbI B NOYKaX (Oaxe npun okannsaumm B OOHOM NOYKe)

KUCTbI 1 6onee B noykax (,u,a)Ke npu nokann3aunn B ofHoM I'IO‘-IKe)

Crapue 3 net

obbema noyex

1)p
2)2
15-18 net 1) pebeHok n3 cembin ¢ 50 % puckom ALMMN
2)3
1)

pebeHoK N3 CeMbM C OTpULLATENIbHbIM aHaMHe3om no AN
2) cymmapHo 6onee 5 KUCT B noykax (MUHUMYM OfHa U3 HUX Gonee 1 CM B AnameTpe) 1 yBeNnu4eHne

3) UCKIIOYEHbI APYrMe KUCTO3HbIe 3ab60neBaHNs NoYek

Tabnuua 2 / Table 2

TepMUHONOrMs ayToCOMHO-40MUHAHTHOIO U ayTOCOMHO-PELLeCCUBHOI 0O
nonukucrto3a nouek [1-3, 7-9]

Terminology of autosomal dominant and autosomal recessive polycystic
kidney disease [1-3, 7-9]

B 3apybexHoin nutepatype

B oTeuvecTBeHHOM nuTepaType

Autosomal dominant polycystic kidney disease | [TONMKNCTO3 NOYEK C ayTOCOMHO-AOMUHAHTHBIM TUNOM HacnenoBaHUs

(ADPKD)

(ayTOCOMHO-A0MUHAHTHbBI NOANKMCTO3 noyek, ALTM)

ADPKD classic adult form /
ADPKD early onset childhood form

AOINM knaccuyeckaa B3pocnas dopma /
AONNM getckas popma C paHHUM Ha4asioM

«Very Early Onset» (VEO) ADPKD

AT, o4eHb paHHee Havano

«non Very Early Onset» (non-VEO) ADPKD

AN, 6e3 o4eHb paHHero Havana

Autosomal recessive polycystic kidney disease | [TONMKNCTO3 NOYEK C ayTOCOMHO-PELECCUBHBIM TUNOM HacnenoBaHus

(ARPKD)

(ayTOCOMHO-peLeCcCUBHbIN NONNKMCTO3 noyek, APTII)

ARPKD classic in neonates and infants /ARPKD child- | Knaccuyeckuii APy HOBOPOXAEHHBIX 1 AeTEN rpyaHOro Bo3pacTa /eTckuii

hood with hepatic fibrosis

APIM ¢ dnbpo3om neveHn
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MOJIMKUCTO3a movek Q61.2, moATBepKAAIOT y IeTei
y)ke B HEOHATaJbHOM W TpyIHOM mepuomax [17],
BCTPEYAIOTCS ClIy4and TpEeHaTaJbHOW IUAarHOCTHUKHU
o pesynsraram Y3U [18, 19]. B aureparype omu-
can ciydaii quarnoctuku A/JIIIII y mmoma Ha 13-if
unenene recranuu [18]. [IpeHaranbHas TUarHoCTHKA
metogoMm JIHK-ananu3a BOpcHMH XOpHMOHA MOMOTaeT
YTOUHUTH BEPOATHOCTD POXKACHUS peOCHKA C HACIIE-
CTBEHHBIM BapMaHTOM KHCTO3a mouek [10].

V nereit ¢ AAIIIT u APIIII BBISBISIOTCS KHUCTO3
JIPyTUX OPraHoB (MEeYeHH, MOPKETYI0UHON JKeJIe3bl,
CeJIe3eHKH, TUMYCa, IIUTOBUIHON KeJe3bl), COMyT-
CTBYIOIIasi MATOJIOTUSI OPTaHOB MOYEBOH CHCTEMBI,
3penus, cimyxa, LIHC, cepmama, nerkux, pa3BUTHE
octporo nospexaenus moudex (OI1IT), nepporennoit
Al CIII' ¢ ¢pubpo3oM meueHu U KPOBOTECUEHHUAMHU
13 BapUKO3HO-PACIIMPEHHBIX BEH MHIIEBOJA U Ke-
JyZlKa, PECHUpPATOPHOTO IUCTPECC-CUHIPOMA, YTO
orpenessieT TSHKEeCTb U ucxop 3aboneBanus. B psane
CIIy4aeB MPHU POXKICHUH Y JETe ¢ KUCTO3aMU MOYEK
ormevarot cunipoM [orrepa (POTTER — Pulmonary
hypoplasia, Oligohydramnios, Twisted face, Twisted
skin, Extremity defects, Renal failure), kotopsiii hop-
MHUpPYETCsI B CBSI3U € KOMITPeCCHE Ha IUIOJ U3-3a I10-
yeyHoro ManioBoaus. @enorun [loTTepa BkIOYaeT
tunuaHoe juno IloTrepa (HU3KOMOCAKEHHBIE YIIH,
peTpOTHATHSI, aCHMMETPHS JINIA), HATHYHUEe TUIIOTJIa-
3UM JIETKHUX, Ae(POpMalui KOHEYHOCTEH, MOPIIUHH-
CTOM U JpsIOION KOXKU, TTOUYCYHON HETOCTaTOYHOCTH
[2, 16,17, 20].

[Ipu xucTo3ax 00enx Mmovek, COMPOBONKAAIOIITUXCS
00pa3oBaHNEM MHOKECTBEHHBIX KHCT, (hOpMHpYeETCS
xpoHunueckas 0one3ns mouek (XbII), koTopas nmeer
cymecTtBeHnble pazimuuus npu A/ u APIIII mo
CKOPOCTH IPOrPECCHPOBAaHMS B JIETCKOM BO3pacTe.
CymiecTByeT MHEHHE, YTO CKOPOCTH MPOTPECCUPOBA-
Husa XbII y neteil 3aBUCUT OT BO3pacTa IIEPBOTO BbI-
SIBIICHUS KUCT B moukax [3, 7]. [Ipu AAIIII u APIIII

Tabnuua 3 / Table 3
Knaccudukaumsa KMcTo3Hbix 3aboneBaHni
noyek y nsioga (Avni FE.et al., 2006) [8]
Classification of cystic diseases of the kidney
in the fetus (Avni FE. et al, 2006) [8]

APMMN

AQMNn

[omMepynokncTosHas 601e3Hb NodYek
MegnynnspHas KMCTO3Has OAMCriasns, acco-
LMMpoBaHHas C CUHAPOMaMu

Auncnna3uvs noyek

MynbTUKMCTO3HAasA ANCNNasus noykn
OBCTPYKTUBHASA KNCTO3HAs AMCMNIa3ns
HereHeTnyeckme HegmMcnnacTU4Yeckme KNCThbl
lMpocTas kmucTta

MynbTunokynapHas kmcrta

MepynnspHas rybyaTas noyka

leHeTnyeckne
3abosieBaHMs

HereHneTtunye-
ckue 3abone-
BaHUSA

bopMupyIOTCS KaHaJblIeBble (TYOYJSIpHBIC) KHCTHI.
ITpu AJIIIIT kucThI pa3BUBarOTCS U3 JFOO0M YacTH Ka-
HaJblIa, OTJEISISICh, TEPSIOT CBA3h C He(PpOHOM, TIpU
APIIIT KuCTBI IPEICTABIISAIOT COOO0H pacIImpeHne co-
OuparenpHBIX TPyOOK. TakuM 06pazom, mepBhIe KITU-
HUYecKre cuMIToMbl pasnudusl mpu AJIIIIT u APTIIT
M 3aBUCAT OT JIOKAIM3AlUA KHUCTO3HO-U3MEHEHHOTO
ornena kaHanbla. IIporpeccupoBanune XbBII mpu
AJTIIIT u APIIIT oOBsICHSAETCSI POCTOM KHCT H/HMIIH
YBEJIIMYEHHEM UX KOJIMYECTBA, HApaCTaHHEM CTEeTIeHU
WIIEMUHN U CKJIEPO3a MapEeHXUMBI.

Cpenu 6oiee 20 kiaccu(pUKaIyi KUCTO30B IOYEK
knaccudpukanust F.E.Avni (2006) cocrapieHa 1o xu-
CTO3HBIM 3200JICBaHUAM TOYCK Y T1oaa (Tadim. 3) [8].

Lenb: oxapakTepu30BaTh 0COOCHHOCTH TCUCHUS
AJITIIT u APIIII, BBIIBICHHBIX B IpEHATAIbLHOM,
HEOHATAJILHOM U TPYIHOM TepHojax y JAeTeu.

NMAUMEHTbI U METOAbI

B nccnenosanue BriroueHs! 40 gereit u moxpocrt-
KOB C HambOojiee YacThIMU HACJIEICTBEHHBIMH BapH-
aHTaMH TOJIMKUCTO3HON Oone3nu mouek (AT,
APIIIT) nns BBIICHEHUS OCOOCHHOCTEH BBISBICHUS
o Y3U, teuenns u ucxona. Kpurepuem BKITIOUEHUS
MAI[eHTOB B HCCJIEIOBaHNE SIBIISIACH JIUArHOCTHKA
MOYEeYHBIX KUCT 110 Y3 mpeHaTaibHO WK B TEUCHHE
MIEPBOTO Irofia KU3HU.

B cBs3u ¢ TeM, YTO MOJEKYISIPHO-TEHETUYECKHIA
METOJI AMArHOCTUKN KUCTO30B MOYEK OCTAETCS MaJIo-
JIOCTYIHBIM METOJIOM TOATBEPKICHHS IHUarHosa, B
OOJIBIIMHCTBE CIy4YaeB AUArHO3 y JeTel ¢ poXKAeHUS
o 1 roma ycraHaBiIMBalOT Ha OCHOBAaHUM KIMHHUYE-
CKHX KpuTepues [2, 4, 5,7, 8, 16].

Kpumepusmu ouaenocmuxu AJIIIl cantanu: Ha-
nugue 2 KUCT U 0ojiee B MApeHXUME 00CHX MOYeK (C
OTHOCTOPOHHEW WM JBYCTOPOHHEH JIOKATH3aIueii)
npu Hamuuanu 50 % pucka AL B cembe (AJIIIT
Yy POJACTBEHHHUKOB | cTenmeHu pojacTBa — OTell, MaTb,
cuOCBI, TU3UTOTHBIE ONMM3HEIbI); HehpoMeraius Imo
Y3U/MPT/KT.

Kpumepusmu ouaenocmuxu APIIII cauranu: Ha-
JMYUEe MHOXECTBEHHBIX AH((Y3HBIX KUCT B MapeH-
XuMe 00enx MoveK; BrIpaskeHHast Hepomeranus, ru-
MEPIXOTEHHOCTh, OTCYTCTBUE KOPTUKO-MENYUIAPHON
TUQQEPCHIUPOBKN TAPCHXUMbBI C POXKICHHS 10
Y3U/KT/MPT; comyTtcTBytoliee nmopaxkeHHe MeueHu
(BpoXxIeHHBIH (prOPO3 W/WIIM TIOIMKKCTO3 MCYCHN);
OTCYTCTBHME KHCTO30B MOYEK W IEYEHU Y POoAUTENen
crapuie 30 JseT; HaJW4He MOATBEPKAECHHOTO MpHU
MOJIEKYJISIPHO-T€HETHYECKOM HCCIIEIOBAaHUHN WITH ay-
toricun APIII y cuOCOB/AM3UTOTHBIX OJIM3HELIOB.

C yd4eroM MONATBEPKIACHHOTO IOJMKHUCTO3a IIO-
YeK, BBISIBIEHHOTO B MpeHaTajIbHOM, HEOHATAILHOM
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Y TPYAHOM IMEPHOJIaX, BBIJENEHBI 2 TPYIIIbI MallueH-
TOB: 28 jmeTelt U IOAPOCTKOB B Bo3pacte oT 6 Mec 70
18 et ¢ AJAIIII (1-1 rpynma); 12 neteit B Bo3pacte ¢
poxnenus 1o 14 net ¢ APIIII (2-s rpynma).

3a mepuos HaOIIONCHUS POBEICHA OIICHKA JTIHA-
MHKH 00111ero o0bema mouek (mo Y3U). O6bem mo-
4ek (cM*) BeIUMCICH 1o Gopmylnie (JUIMHA, CM X IIH-
puHa, cM X TommuHa, cM X 0,52) [21]. O6muii (cym-
MapHbiii) 00beM nouek (OOIT) (¢ manpunk, *eBou-
Ka) TIOJIYYeH CIOKCHHEM OOBEMOB IMPaBOil U JIEBOM
mouek. OOII cpaBHUBAIM A KKIOTO TAIlMEHTa C
HOpMaMH 110 pocty u oy (Tpedunos A.A. 1 coaBr.,
2011) [22]. Ha kaxaoM rpaduke TOHKHMU JTHHUASMH
BBIJICJICH IMana30H HOPMAJIbHBIX 3HAYEHUH (CIUIOII-
HbI€ JJMHUU — TUANa30H HOPMBI JUTsI MaJIBYUKOB, ITyH-
KTHPHBIC IMHUU — JJIs IeBoueK). C HCIOMb30BaHUEM
AJIEKTPOHHBIX Tabiuil nporpaMmmel Excel moctpoens
rpaduku, orpaxarontre quaamuky OOIT (em?). C me-
JIbI0 TIOBBIIICHUSI CTETIEHW HANIATHOCTH XapakTepa
mmererns: OOII B 3aBUCHMOCTH OT U3MEHEHUS PO-
CTa MauueHToB 1-if U 2-i TpyNIbl BBICTPOEHBI JIUHUU
Tpenaa 3HaueHuit cpeaueit OOII (ckupHas crutonTHas
JIUHMYS).

V nmamuenrtoB ¢ AJIIIIT u APIIII onenena auHa-
MHKa pOCTa MaKCHMaJbHOW IO JAMAaMETPy KHCTHI,
OTIMCaHHOMU 10 pe3yisraraM Y3U. 3Hadenus quame-
Tpa MakcuMaiabHOH KucTsl (IMK, MM) o Y3U B 1-i
1 2-ii TpyIie 3aHeceHbl B TaOIUIy B COOTBETCTBUU
C BO3pacToM ManueHTa. Ha ocHOBaHMM TONyYeH-
HBIX B JMHAMUKE PE3ylbTaToOB, C HCIIOIb30BAHHEM
JIEKTPOHHBIX Tabiui nporpamMmel Excel moctpoens
rpaduKy, 1EMOHCTPHUPYIOIINE XapaKkTep U3MEHEHHUs
aMK B moukax (Mm) mipu AT u APIIIL. Ilomyye-
HbI 3Ha4eHus cpeaneit IMK (MM) y manuenTos 1-if u
2-1i TPYTIIBI IO BO3pacTy. BbICTpOeHbI TMHUH TpeH 1A
cpenueit IMK (KupHas CIUTONIHAS JTUHUS) B 3aBUCH-
MOCTH OT U3MEHEHHs BO3pacTa MaluueHToB 1-i u 2-i
IPYIIIBL.

Jetsim mpoBenieHbl OlleHKa (YHKIIMU TTOYEK, pac-
4eT CKopocTH KiyboukoBor (pumbrpammu (CKD) mo
dhopmyne Schwartz, crparudukanus craguii XBI1 mo
kputepusim NKF-K/DOQI (2003) [23].

Hanwuwme KucT B moykax M Ipyrux opraHax olie-
HUBaNOCh NO pesynbraram Y3/ MPT/ KT. ®ubpo3
[EYCHH MOJATBEPIKAAIMU 10 pe3yibraram Y3/ MPT/
KT u ounoncun meuenu. [lokazaHust K MpOBEICHHUIO
JUTUPOBAHUS BEH MUIIIEBO/IA OMPEIEIIAIIH 110 PE3Yib-
tatam 330¢aroractpoayoneHockonuu (JIJ]C).

Hetsm o 10 ner peructpanust AJl mpoBoauiiach
ayckynbTaruBHbIM MeTozoM (Koporkos H.C., 1905),
crapire 10 et — 1mo pe3yapraraM CyTOYHOTO MOHHTO-
pupoBanus AJl (CMAJ). YUuThIBaIUCh pPe3yabTaThl
CaMOCTOSITETIbHOTO KOHTposis A/l B TeueHHe CyTOK
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(CKAN). AT y neteit cuntanu nossimenue AJl, CAJL
w/umn J1AJ] Boime 95-ro mepueHTu s 11 KOHKPeT-
HOTO BO3pacTa, moja u pocta (AnekcanapoB A.A. u
coaBT., 2009). ITo CMA/] oleHHBaJIN CpEIHECYTOU-
Hyto BennuuHy A/l 3a cyTku, BapumabenbHOCTh A/l,
Harpy3Kky BpemeHeM, cyrounsiid put™M CAJl u JA/L.

PE3YJIbTATbI

Ocobennocmu meuvenus AL, evisisnennozo 6
NPeHamanbHOM, HEOHAMANLHOM U 2PYOHOM NEPUOOax
y 0emeil u NOOpocmKos 8 sozpacme om 6 mec 0o 18
qnem (1-s epynna)

W3 147 nereit m mompoctkoB ¢ AII y 28
(19,1 %) KuCTBI B MOYKAxX BBISBIECHBI BHYTPUYTPOO-
HO, TIPY POKACHUM WM HA TIEPBOM Tofly *KH3HU. U3
147 nereit m mogpoctkoB ¢ ATy 10 (6,8 %) kucTbI
B MOYKaX BBISIBIEHBI IpeHaTansHo, y 12 (8,2%) — B
nepuoze HoBopoxaeHHoCcTH, ¥ 6 (4,1 %) — B Bo3pac-
Te 1-12 mec. OTAromEeHHbI cEMEHHBIA aHAMHES3 110
AJIIIT u3BecTteH BceM 28 CEMBbSM JO BBISBICHUS
AN y nereit. Takum ob6pazom, Bce netu 1-if rpymn-
el uMenu «very early onsety (VEO) AZIIIII cornac-
HO TEPMHHOJIOTHH, MpeaaokeHHOH A. Shamshirsaz
(2005).

N3 28 neteit y 6 (21 %) nmpu niepBOM BBISIBICHUU
KHCTBHI OOHApPYKEHBI B OTHOH TIOYKE (ACHMMETPUIHOE
BbIsiBIIeHNE), Y 4 (14 %) — BBIABICHBI IByCTOPOHHUE
€/IMHUYHBIC KHCTHI.

Ha puc. 1 orpakeHpl 3HaYCHUS MaKCHUMaJbHBIX
M0 TUaMEeTpy MOYEUHBIX KHCT (110 pesyisratam ¥Y31)
y 28 nmereit u moapoctkoB ¢ A/IIIII, BEISIBICHHBIM B
MIpEeHaTaJIbHOM, HEOHATAJIbHOM M TPYIHOM eprojax.
Ha ocHOBaHuM NOJy4EHHBIX cpeaHuX Beanuud 1MK
(MM) 71T KQXKIOTO BO3pAacTa OTCIICIKEH XapakTep UX
M3MEHEHHs B 3aBHUCHMOCTH OT BO3pacTa IMalueHTa ¢
AT (cm. puc. 1).

Kpusas tpenna ysennuenus 1MK umeer xapak-
Tep SKCIIOHEHIIMAJIBHOTO pPacIHpeesieHus] U JEeMOH-
CTpUpPYeT XapakTep JUHAMUKH YBEIHUYCHHS TPH
AJIIIII B meTckoM BO3pacTe.

N3 28 nmereit M MOAPOCTKOB y 7 BBISIBJICH IIHIC-
JTOHEPPUT, U3 HUX y 2 — BPOXKICHHAS IATOJOTHS
MOYeBBIX TyTei (y 1 — OZHOCTOpOHHEE YIBOEHHE
MOYeTOYHHWKa, ¥ 1 — ruaponedpos). ¥ 1 pebenka B
Bo3pacte 3,5 neT BhIABIEHA KpymHas kucra (6 cm),
neGopMuUpyroIas KOHTYp MOYKH, BBI3bIBaIONIas 00-
JIEBOW CHHJIPOM, B CBSI3U C YeM IPOBEICHO €e Jiama-
POCKOTIMYECKOE NCCEUEHHE.

B 1-ii rpynmne, no pesyasraram Y3U/KT/MPT, y
27 netel U MOAPOCTKOB 3a Mepuoj HAOMIOACHUS HE
BBISIBIICHBI KHCTBI B JIPYTUX TapCHXUMATO3HBIX Op-
raax, y 1 (3,6 %) — B 6 mec npu Y3U amarnoctu-
pOBaHbI KUCTHI 000X sinuek. [TonukucTos u hudpos
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60 o

50 o

MK (mMm)

Puc. 1. YBenuyeHne mak-
cuMasnbHOro gnamMeTpa no-
YeYHbIX KUCT Mo pe3ynsraTam
Y3W'y 28 peteit n nogpocT-
koB ¢ AZIMM, BbIABNIEHHbLIM B
npeHartanbHOM, HeoHaTasb-
HOM W rpygHOM nepunopax
(NMMHWS TpeHaa OUHaAMUKK
pocTa gnameTpa mMakcu-
MaJibHbIX MOYEYHbIX KUCT
3KCMOHEHLMaNbLHOro TMna).
Figure 1. Increasing the maxi-
mum diameter of renal cysts
according to the results of
USin 28 children and adoles-
cents with ADPKD, identified
prenatally, in the neonatal
and infancy (trend line the
growth dynamics of the maxi-
mum diameter of the renal
cysts of exponential type).
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Bospacr (rozsr)

Puc. 2. O6wuii 06bem no-
yek (cm®) no pesynbratam
YyNbTPa3BYKOBOIrO UCCEN0-
BaHWsa y 28 oeTen nnogpocT-
* koB ¢ AA[M, BbIABNIEHHbLIM B
npeHaTanbHOM, HeOHaTas b-
HOM W FPyAHOM nepuoaax
(NMMHMSA TpeHaa SKCMOHEH-
umanbHOro Tmna).

Figure 2. Total kidney volume
(sm?®) according to the results
of ultrasound examination in
28 children and adolescents
with ADPKD, identified pre-
natally, in the neonatal and
infancy (trend line of expo-
nential type)
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neaenu, CIII' y nereit u monpoctkos ¢ A/IIIII 3a me-
pHo HaOIIOIEHHST HE OTMEUEH.

Wurtencussbii poct OOII sBiseTcst Kputepuem
HebnmaronpusTHOro nporuo3a npu A/ 13 28 ne-
Teit u moapocTkoB ¢ AT y 16 (57 %) mannenToB
¢ AJITII ycranosneno ysennuenue OOIL. Briepseie
yBenmaenne OOII ormeueno mo Y3U —y 1 (3,6 %)
nipu poxxaeann, y 2 (7,1 %) —8 1 mec, y 3 (10,7 %) —c¢
1 mec no 1 rona, y2 (7,1 %)—c 1 noSner,y2 (7,1 %)
—c¢ 5 go 10 net, y 3 (10,7%) — ¢ 10 go 15 net, y 3
(10,7 %) — crapmie 15met. Ha puc. 2, oTMeueHbI TTOKa-
sarenu OOIT (cm?®) y meBouek u ManbaukoB ¢ AJITTIT

Jlnuna tena/Poct (cm)

B 3aBHCHUMOCTH OT pocta. [lo pe3ymbraram cpemHux
3HAYEHUH B rpynmnax JeTeil OHOro pocTa BICTPOCHA
JUHUS TPeHAa CpelHeH, JeMOHCTPUPYIOIas Xapak-
tep yBenmyenns OOII B 3aBucuMocTu OT pocTta Je-
ter u moapoctkoB ¢ AJIII. CrnemyeT oTMETUTH, YTO
KpHBasi TPEH/Ia IMEET XapaKTep IKCIIOHEHIMATIBHOTO
pacrpenieneHts, YTo CBUAETEIbCTBYET O HENPephIB-
HOM U TIPOTPECCHUPYIOIIEM C POCTOM MAIMeHTa yBe-
nugeranu OOIL.

B oxnom ciyuae 3nadenue OOII, koTopoe oka3za-
JIOCh HW)KE HOPMBI JIISl CYMMapHOTO 00beMa MoYeK
(puc. 2), sBisieTcs pe3ylbTaroM o0beMa eTUHCTBEH-
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Puc. 3. YBennyeHue mak-
CYMasnbHOro gMametpa no-
YeYHbIX KUCT Mo pe3ysikTatam
Y3Wy 12 petein c AP, BbI-
SIBJIEHHbIM B MpeHaTasibHOM,
HeoHaTasbHOM U FPyAHOM
nepvuoaax.

Figure 3. Increasing the max-
imum diameter of renal cysts
according to the results of US
in 12 children with ARPKD,
identified prenatally, in the
neonatal and infancy.
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HOM (BclencTBre HE(QPIKTOMUHM KOHTpalaTepaibHOM
Ha MEPBOM ToAy >KM3HM) MOYKH Yy Majbuuka 13 jer.
O0beM enMHCTBEHHOH MOYKH Y 3TOTO MAlUEeHTa Tpe-
BBIIIIAET HOPMY, YTO TOBOPUT O Pa3BUTHH KOMIIEHCaA-
TOPHOH (BUKapHOi) runieprpoduu B Bo3pacte 13 net.
[IpenaransHo no Y3 BBISBIEHBI U TIOCIE POXKACHUS
y Majb4MKa MOATBEP)KJIEHbl MHO)KECTBEHHBIE KHUCTBI
B OZHOHM MOYKE C PE3KUM 3aMeJJICHHEM BBIBEIECHUS
KOHTpacTa KHCTO3HOW MOYKOM MO pe3ysbTaraM BHY-
TpuBeHHOH yporpaduu. [To pesynasraram obcaenoBa-
HUS IO MECTY KHUTEIbCTBA JUArHo3 TPAKTOBAJICS Kak
«MyNBTHKUCTO3 TOYKM», B CBSI3M C YEM IpOBEJeHa
OZHOCTOPOHHSISI HEPPIKTOMHUS HA IEPBOM TOIY KH3-
Hu. CniycTtd 4 roaa, B Bo3pacte 5 JIeT y JaHHOT'o Maly-
€HTa BBIBJIECHBI KHCThI B €IMHCTBEHHOH (BCIEICTBIE
He(PIKTOMHUH) MOYKE U MOATBEPIKICH MOJUKHCTO3
MOYeK y poicTBeHHHKA (Oalymika 48 ner). JlanHbIi
KJIIMHUYECKUH cllydail TEMOHCTPUPYET aCUMMETpUY-
HO€ BbIsBIIeHUE MoyeyHbIX kuctT npu AJIIII B rpya-
HOM Bo3pacTe y pebeHka u3 cembr ¢ 50 % puckom
3a00IeBaHMsI U yKa3blBaeT Ha BaxkHocTh Y3 nawma-
THOCTHKH POJCTBEHHHUKOB, OCOOCHHO IMPH acHMMe-
TPUYHOM BBISIBJICHUH KUCT y IPOOaH/a U OTCYTCTBUH
kucT o Y3U B moukax v neyeHu y poauTesneil Moso-
xe 30 eT Ha MOMEHT 0OCIieIOBaHUsl, MUHUMYM B 3
MTOKOJIEHUSX.

N3 28 nereii u mogpocTkoB 1-i rpynmer y 5 (18 %)
BoIsiBeHa Al U3 Hux y 1 — cpasy npu poxjeHuu, y
1 — B Bo3pacte 3 net, y 1 — B 9 5iet, y 2 — B Bo3pacre
crapuie 10 net. CradbunbHast A"y 2 (7 %) moxpoct-
koB—B 13 1 17 ner.

W3 28 pereit 1-i rpynmet y 1 (3,6 %) xoHCTaTH-
posano pazsurtue OIIII npu poxaeHnn ¢ BOCCTaHOB-
JieHneM (QYHKIMU TOYEK B pe3ysbTaTe MPOBOAMMOM
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T T 1
10 12 14
Bospact (rozsr)

KOHCEpBaTUBHOW KOPPEKIMH HapylleHHs (YHKIUH
MOYeK.

Y 26 (93 %) u3 28 nmereit ¢ A/l B katamue3e
muarnoctupoaHa XBIIC1. Hapymenune ¢yHkumun
nouek y 2 (7%) u3 28 nererr ¢ AL y 1 — mo-
cie nepenecenHoro OIIII B Bo3pacTe 2 jer ucxon B
XBIIC3 (CK® no hopmyne Schwartz 43 mi/mus) k 3
rogaM, y 1 (c eTMHCTBEHHOM MOYKOM BCIEICTBUE He-
¢bpakromun) — popmupoBanue XbIIC3 (CKD 52 mn/
MuH) K 10 rogam.

Ocobennocmu mevenus AP, evisgnennoco 6
NpeHamanbHoM, HeOHamanbHOM U 2pYOHOM Nepuo-
Odax y demeii 8 8o3pacme ¢ podxcoeHusi 0o 14 nem (2-s
epynna)

W3 17 peteit ¢ APIIIL, y 12 (70,6 %) KUCTHI B IOY-
KaX BBISIBICHBI BHYTPUYTPOOHO, IPHU POXKICHUH HIIH
Ha nepBoM rony ku3Hu. M3 17 nereit ¢ APIII y 8
(47,1 %) xucthl B moukax BblsiBJIeHbI 10 Y3 mpeHa-
TanbHO, y 1 (5,9 %) — B mepno HOBOPOXKAEHHOCTH, Y
3 (17,6 %) — ipu pO’KACHUH BBISIBICHBI TUTIEPIXOTCH-
HOCTh MAapEHXHMMBI MOYEK, TernaroMeranus 1 Hedpo-
Meranusi, B Bozpacte 1—12 Mec oOHapyKeHBI KUCTBI
B noukax. CormacHo kiraccuduranun S.M.Bonsib
(2009), u3 12 nereii y 9 (75 %) — «kinaccuueckui
APIIIT y HOBOpPOXKJIEHHBIX U TPYIHBIX JeTei», y 3
(25 %) — «nerckmii APIIII ¢ pubpo3om neuenu». Bo
BCEX CEMbSAX 2-i TPyNIbl MpH 00CIeIOBAaHUU POJ-
CTBEHHMKOB B 3 MOKOJIEHUSX KUCT B MTOYKaX, MEUEHU
U IPYT'HX OpraHax He BBIABICHO.

VY Bcex gerell Mpu NEPBOM BBISIBIEHUH KHUCTHI B
MOYKaX MHOXKECTBEHHBIC, TU(Qy3HBIC, JABYCTOPOH-
Hue. [Ipu Y3U-koHTpone oTMeueH He3HAUYUTEIbHBIN
POCT MOYEYHBIX KHCT, OHAKO 32 TIEPHOJ HAOTIOACHUS



ISSN 1561-6274. Hedponorusa. 2019. Tom 23. Ne5

ISSN 1561-6274. Nephrology. 2019. Vol. 23. Ne5

700+

600+

500

OOII (em?)

Puc. 4. O6wumin o6bem
noyek (cm®) no pesysnb-
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HOM nepuopax (Kpu-
Bas TpeHaa JIMHEeNHOro
™mna).

Figure 4. Total kidney
volume (sm?) according
to the results of ultra-
sound examination in
12 children with ARPKD,
identified prenatally, in
the neonatal and infancy
(linear trend line).
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y 12 nereii ¢ panneit nuarnoctuxoit APIII nnametp
kuct He npesbiciil 10 MM. Ha puc. 3 orpaxenst tIMK
[0 pe3ylbTaTaM YJAbTPa3ByKOBOTO MCCJIEJOBAHUS Y
12 nereit ¢ APIIIL, BBISBIEHHBIM B MpEHATAIHHOM,
HEOHATAJIbHOM U TPYIHOM IE€pHOIaX.

Puc. 3 nemoHCTpHUpYyeT OCOOEHHOCTH TUHAMUKH
n1MK mpu APIIII B nerckoM Bo3pacte. Pacmpenerne-
nue 3HadeHuit IMK npu APIIII B neTckom Bo3pacte
XapakTepr3yeT OTCYTCTBHE 3HAYMMON JUHAMUKH H3-
menenust MK 3a nepuos HaGmoneHus.

W3 12 nereii 2-if rpynmnsl y 12 npeHatagbHO 1O
pesynsratam Y3U oTMeueHO yBelnn4YeHHe OKpPY>KHO-
CTH XHBOTa, y 10 — manmoBogaue. [locne poxaenus y
12 HOBOPOXJEHHBIX 2-U TPyMIbl yBEIUYEH 00BEM
JKHBOTA BCIIEICTBHE HepOMerainy, TernaToMerainy.
Ha puc. 4 ormeuens okasarenn OOIT (em®) y neBo-
yek 1 ManpankoB ¢ APIIII B 3aBucuMoCTH OT pocra.
Yxe nipu poxknenuu OOII y Bcex nmereit ¢ APIIII B
2 pa3a u 0osee MPeBbIIACT HOPMY U MPOTPECCHBHO
YBEIMYMUBACTCS B paHHEM Bo3pacte (cM. puc. 4). Ilo-
myuensl 3Hadenus cpeaneit OOIl y nmereit ¢ APIIIL
Kpusas tpennma cpemneit OOIT (cm®) mpu APIIIT y
JIeTe! UMEET JIMHEHHBIN XapaKkTep ¢ POXKICHHUS.

N3 10 nmereit 2-if rpymiibl, NEpeXUBIINX HEOHA-
TaJbHBINA Tepuoa, passurue Al ycraHoBieHo y 9
(100%) mpu «xmaccuueckom APIIID» B Bo3pacrte

T 1
110-119 120-129 130-139 140-149

Jnuna tena/Pocrt (cm)

3,5¢1,1 mec uy 1 (33,3 %) — npu «gerckom APIIII
¢ pubpo3om neuenn» B 3 roga. Y 10 gereit ¢ APIII
JIMarHocTupoBaHa crabuibHas AT ¢ 0CIOKHEHUSIME
(runepreH3nOHHAs AHTHOMNATHA CETYaTKH M THUIep-
Tpousl MUOKap/Ia JIEBOTO KETY0UKa).

Kuctel B meuenu BeisiBIeHB ¥ 8 (67 %) u3 12 me-
tert ¢ APIIII. 13 9 nereii ¢ «xknaccuueckum APIIIT»
y 2 KUCTBI B II€YE€HHU BBIABIEHBI 0 Y 3U 1 moaTBepx-
nenbl 1o MPT/KT, y 3 — monMKKCTO3 IEYeHu Jua-
THOCTHPOBaH Tipu aytorncuu. ®udpos meuenu u CIIT
ormeueH y 4 (33,3 %) u3 12 nereit ¢ APIIII, u3 Hux
y 1 — ¢ «kmaccuueckum APIII» u y 3 — ¢ «ierckum
APIIII ¢ pubposzom neuenn». [To pesynsraram SIJC
gerBepsIM AeTaM ¢ CIII' BbIoJHEHO JIMTHpOBaHUE
BapHUKO3HO-PACIIMPEHHBIX BEH MUIIEBO/IA.

VY 1 u3 12 noBopoxnaenusix APIIII couerancs c
rHAPOHEe(YPO30M MOYKH. XPOHWYECKHU MHEToHEe]-
PUT AMarHOCTUPOBaH B Bo3pacte 6—12 mecy 8 u3 10
neteii ¢ APIIIL. ITpu APIIII Ha nepBOM rofy KM3HH Y
7 neTeil BbIsIBIEHA HE3HAYUTEINIbHAS IPOTEUHYPUEH, Y
4 — MUKpOTEeMaTypHusl.

N3 12 y 4 (33,3 %) HOBOPOXKACHHBIX C KJIACCHYE-
ckuM APIIIT ycranoBneno paszsurue OIIII, u3 Hux y
3 — ¢ MCXOJIOM B TEPMHUHAIBHYIO ypemuio. JleTannb-
HBIH HMCXO/ KOHCTatupoBaH y 3 (25%) nereit 2-it
TPYMIIbI, U3 HUX — Y 2 HOBOPOXJAEHHBIX C KJIaccHuie-
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ckuM APIII, y 1 — ¢ knaccuueckum APIIII B rpyn-
HOM Bo3pacte. Y oxHoro pebenka ¢ APIIII mocne
nepenecennoro OIIIl B HeoHatanbHOM Tiepuose K 3
ronam — popmuposanue XBIIC3 (CK® mo dhopmyne
Schwartz=32 mn/mun).

B xaramuesze wucxom B XbIl ycranoBmen y 9
(100 %) mereti ¢ APIIII, mepeXuBIIUX HEOHATATIh-
HBII U TpyaHO# Bo3pacT. [Iporno3 APIIII 3aBucur ot
BapuanTa TeueHus (1o knaccupukanuu S.M.Bonsib,
2009). 13 6 mereii ¢ knaccuueckum APIIII B Bo3pac-
te 3,4+0,8 rona, y 1 — XBIIC1 (CK® 91 mu/mun), y
1 — XBIIC2 (CK® 70 ma/mun), y 3 — XBIIC3 (CKD
32, 37 u 49 mu/muH cooTBeTcTBeHHO), Y 1 — XBIIC4
(CK® 23 mu/mun). M3 3 nmereit ¢ nerckum APIIIT ¢
¢bubpozom meuenu B Bospacte 4,5+1,3 roma, y 1 —
XBIICI (CK® 101 mn/mun), y 2 — XBIIC2 (CKD 68
1 87 MJI/MUH COOTBETCTBEHHO).

OBCY>XXAEHUE

OueHpb paHHee BBIABICHHE KHUCT («very early on-
set») ycraHaBnuBaioT npu obHapyxenunn AL B
Bo3pacTe 10 18 mec [3]. B mpenarambHOM Tiepuoze
AT u APIIII no pe3ynsratam Y3U mouex Hepen-
KO MMEIOT CXOXKYI0 KapTHHY B BUJE U TMIEPIXOTECH-
HOCTH TIOY€K, KHCTBI CTAHOBATCS Pa3lIUYUMBI I10-
cie poxnenus. Jms APIIII xapakTepHO OTCYTCTBHE
KOPKOBO-MO3roBoli JuddepeHann  napeHxuMbl
nouek [24, 25]. Ilpu «oueHb paHHEM)» BBISIBICHUU
AN y crapmiero peObeHKa B ceMbe BBICOKa BEpO-
ATHOCTH «very early onsety A y mnaamux cuo-
COB [26], npyrue aBTOPHI yKa3bIBalOT HAa BHYTpHCE-
MENHYI0 r€TepOreHHOCTh KIMHUYECKUX MTPOABICHUI
AJIIIT [25]. Ouens pannee BosiBIcHHUE (10 Y3U)
AT wame BcTpewaerca mpu MyTanuax PKDI1
rena, mytarun PKD2 xapakrepusyrorcs Oosnee mo3a-
HUM HadajioM Y B3POCJBIX U MEJIEHHBIM IpOTpec-
cupoBanneM 3aboneBanus [8]. Mbl momaraeM, 49To
npuunHoi A/l y onmcaHHBIX HAMM TIAIIHEHTOB C
oueHb paHHuM BbLsiBIcHHEM AJIIIII sBstroTCST MyTa-
muu PKD1 rena.

JBYCTOPOHHUI TOJMKUCTO3 TIOYCK, OOHapy-
JKeHHBIM Tpu Y3W mpeHaTanbHO W MOATBEPIKICH-
HBIA TIOCNE poxneHus, uMeeT auddepeHmanisHo-
JUarHocTuueckue ciaoxHoctu Mexay APIIT u
AIIII, uto ommcano B padorax [14, 25, 27]. B Takux
ClIy4asx clieflyeT OPHUEHTHPOBATHCS Ha HEKOTOpHIE
ocobennoctn AJIIII: Hamuuue TOJOXKHUTEIBHOTO
ceMeifHOTo aHaMHe3a; Yallle OTCYTCTBHE MaJIOBOMIHS,
THIOTIJIA3MH JIETKUX, BpOXJIeHHOro (ubpo3a u 1o-
JMKUCTO3a MIEYCHN; PEIKOE BBISBJICHUE THIIEPIXOTeH-
HOCTH TApPEHXWMBI M HE3HAYUTEIHHOE YBEIUYCHHE
MOYEK MPHU POXKIECHUU C MEUIEHHBIM TPOTPECCHPO-
BaHHEM He(ppOMErajavu B HEOHATAILHOM MEpPUOJIE;
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XapaKTEepPHO yBEIMYECHHE TUaMeTpa MOYEUHBIX KHCT
u o0beMa IOYeK, MPOTPECCUPYIONIEee C BO3PACTOM.
Hamm wHaOmiofieHHs COOTBETCTBYIOT — OIHMCAHUIO
T depeHInaNIbHO-TMaTHOCTHYECKUX ~ 0COOCHHO-
creit Al u APIIII B paboTtax apyrux aBTOPOB
[24-28]. Hanmune MHOXECTBEHHBIX KHUCT Y JCTEH
B pPaHHEM BO3pacTe CYMUTAIOT MPU3HAKOM OBICTPOTO
MIPOrPECCUPOBAHUS CTPYKTYPHBIX H3MEHEHUH MapeH-
xumbl ipu AJIIIIT [25].

[Ipu BBISIBIEHUH TOJIMKUCTO3a Mouek 1o Y3U
y JeTeil ¢ OTpULATENbHBIM CEMEWHBIM aHaMHE30M
MOJIEKYJISIPHO-TEHETHYECKOE HMCCIIEZIOBAaHUE  YTIPO-
IIaeT AUAarHOCTHUKY, TIO3BOJIAET OMPEASIUTh TAKTUKY
u ucxon [29, 30]. HeomHokparHo MOTHUMAJCS BO-
MIPOC: «CYLIECTBYET JIM HEOOXOTUMOCTh B MPOBEE-
HUU  MOJIEKYJIAPHO-TEHETHUYECKOTO  HCCIIEOBAHUS
(EHOTUITMYECKU 370POBBIM JIETSIM U3 CEMEH ¢ pH-
ckom AJIIIII?» [28, 31]. CortacHO peKOMEHIAIHSIM
KDIGO (2014) [29, 30], getsM u3 TpyIIbl pPHCKa
mo AJIIII (mo mosiBIEHUs] CUMITTOMOB 3a00JI€BaHUS
U BBISIBIEHUS KUCT o Y3U) He moka3aHO MpoBese-
HUE MOJIEKYISIPHO-TEHETHYECKIX TECTOB, a JAETAM
¢ noaTBepkaeHHbIM 10 Y3U AN crnemyer mpo-
BOJIUTh MOJIEKYJISIPHO-TEHETUYECKOE TEeCTHPOBAHUE
TOJILKO B CJTydasix, KOTJIa pe3yJabTaT MOXKET H3MEHUTh
TaKTUKy JieueHus. Bo Bcex ciydasx MONEKYJspHO-
TeHETUYECKOe HCCIIEOBaHUE MPOBOIUTCS IOCIIE
MOJTyYeHHsI COTVIacHs POAMTENeH MmanyeHTa MIlajiie
15 ner unum camoro manuenTa crapime 15 met [32].

[Ipenaransuo o Y3U npuznaku APIIII (runepa-
XOT€HHBIE YBEJTMYEHHBIE TIOYKH CO CIa00i KOPTHKO-
MenyIsIpHONH T QEPEHIIUPOBKOI MM €€ OTCYT-
CTBHEM, MAaJOBOJHME) BBIABIAIOTCS dYalle Ha CpOKe
26-32 Hen, mo3ToMy Haubosiee paHHHUM CIIOCOOOM
MIPEeHATaIbHOM TNATHOCTHKH SIBJIAETCS MOJIEKYIISIPHO-
TeHETUYECKHI aHalu3 XOpPHOHA, YTO 0C000 Ba)XKHO
MpH TUIAHUPOBAaHUM ceMbU. [lanHOoe oOcienoBaHue
TIPOBOJUTCS B CEMbSIX, KOTOPbIE MMEIOT CTapIINX Je-
terr ¢ APIIII [25]. IIpu APIIII moyku 3HAYUTEIBHO
YBEJIMYEHBI C IPEHATaIbHOT0 MTePHOo/ia, COXPAHIIOTCS
YBEJIMYEHHBIMH MIPU POXKACHUHU U IPOTPECCUBHO yBe-
JUYMBAIOTCS HA MEPBOM TOMY KU3HHU, AOCTHTasA K 1
rojly pa3mepa Mo4yeK B3pOCJIOro M0 HAIIUM JaHHBIM,
kucTel B moukax npu APIIII menkue, MHOXECTBEH-
HbIe, nBycTOpoHHME [16]. Hammu pesynsrarsl corma-
cytored ¢ ganabivu O.J1. UyryHoBoii u coast. (2014),
KOTOpBIE OIMCAIH yBETWYECHNE IJTMHBI KaKIOW M04-
KU 3a 25 nueit HaOmoneHus B cpenaeM Ha 20 mu [ 14].

B pabotax ykaseiBactcs Ha coueranue APIIII u
AJIIIII, BBISBICHHBIX B IIPEHATAIILHOM, HEOHATAJIb-
HOM U TPY/IHOM TIE€PHO/AX, C BPOXKIACHHOM MMaTONIOT -
eit opraHoB Mo4eBoi cucremsl, Harpumep: APIIII ¢
noJikoBooOpasnoii mouxoit, APIIII ¢ anomanueii paz-
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BUTHA MOoueTOuHUKOB [11, 20]. Ilo HaImMM HaHHEBIM,
y 1 u3 12 nereit APIIII coueraics ¢ ruaporedpo3om
nouky, y 1 u3 28 gereit ¢ AL — ¢ ruaponedpozom
moukn Uy 1 u3 28 gereit ¢ AAIIII — ¢ ynBoenuem
MOYETOYHHUKA.

Hepenko y neteii ¢ AJIIIIT u APIIII BcTpeuaercs
KHCTO3HOE MOpaKeHHe MEUeHH, TOKETYI0YHOM Ke-
JIe3bl, CEIEe3eHKH, IIUTOBHUIHON JKeJIe3bl, TMUHUKOB U
AWYEK, TMPEICTaTeIbHOM JKele3bl, THMyCa, 4TO 00b-
SICHSICTCS TTAaTOTeHEe30M (DOPMUPOBAHUS KUCT U3 DIIH-
TEJIMAIBHBIX KJIETOK IPOTOKOB IapeHXWMAaTO3HbIX
opranoB. HaubGonee wacteim mpu APIIT u AT
ABJSIETCS COYETAaHHE TOJIMKMCTO3a TMOYEK M TMEeYeHU
[2, 16, 17, 19]. Cpenu ciay4aeB paHHEeil JMarHOCTUKU
MTOJIMKKMCTO3a TIOUEK Yy JIeTel OMUCaH MpUMep TOJH-
OpPTaHHOTO KHMCTO3HOTO TIOpaXXEHHUs (IOYKH, MEeYEHb,
MOJKEITyIOUHAas JKeJie3a, JIETKUE) B CTPYKType TOJH-
KHCTO3HOU 00JIe3HU y peOeHKa 8 MeC ¢ HEM3BECTHBIM
ceMeitHpIM aHamHe3oM [15]. B Hamem naGmromeHun
u3 28 nereti ¢ AJIIII], BBIABICHHBIM B TIPEHATATHLHOM,
HEOHATaJbHOM W TPYAHOM Tepuosaax, y 1 B Bo3pacte
6 Mec MMarHOCTHPOBAHO KHCTO3HOE MOpaKeHHE SH-
yek. [Ipu APIIII B mpeHaranbHOM, HEOHATAIbHOM U
TPYIHOM TE€pHOJaX MOJUKHCTO3 TEYEeHU TUArHOCTH-
poBan y 8 u3 12 merelt, U3 HUX Y 3 ¢ «KJITACCHICCKUM
APIIIT — TonpKo O pe3yasTaTaM ayTOIICHH.

Cxopoctb mporpeccupoBanust XbII mpu APIIII
3aBUCUT OT MPOLIEHTA BOBJEUEHHBIX B KHUCTO3HBIN
nporecc HedpoHoB [7]. OnucaHbl HeOIATOIPHSIT-
Hble TPU3HAKU MOJIMKUCTO3a MMOYEK: HAaJTHIUe MaJio-
BOJIMA B IPEHATAILHOM IIEPUOJIE YXY/IIAeT IPOTHO3
APIIT u AT y noBopoxxaennbix [11, 28], a Al' ¢
pOXKIeHUS XapakTepusyeT TsukecTb Teuenus APIIIL
[11, 14]. B nexotopsix cimyuasx APIIIl nmpusoaut
pasButuio OIIIl w HEOOXOAMMOCTH TPOBEACHUS
3IIT B HEOHATAIBLHOM, TPYIHOM MEPHOAE U paHHEM
Bo3pacte [8, 12, 16]. B apyrux cnyuasx XbII npu
APIIIT moxer mpoTekarb 0€3 MPOrpecCHpOBaHUS
B TEPMUHAIBHYIO YPEMHUIO 10 MOJPOCTKOBOTO BO3-
pacrta [2, 8, 11]. Ilo HaImUM JaHHBIM, JUIS JETEH C
AIIII, BbISBICHHBIM B IIPEHATAJIbHOM, HEOHATAb-
HOM, TPYAHOM IEepUOJaX, B OOJBUIMHCTBE CIy4YaeB
(93%) B karaMHe3e XapakTepHO (OopMHUpOBaHHUE
XBIIC1 ¢ MemIeHHBIM TIPOTPECCUPOBAHUEM B JIET-
ckoM Bozpacte, y 1 (3,6 %) pedenka ¢ AJIIIII xoH-
cratupoBano paszsutue OIIIl B HeoHaTambHOM TIe-
puozie ¢ BOCCTaHOBJIEHHWEM (YHKIHMH Touek. [Ipu
APIIIT game (33,3 %) ormeueno OIIII B HeoHaTanb-
HOM Tieprozie 6e3 BOCCTAaHOBIEHUS (PYHKIINU TOYEK
B Hcxoje. JleTanpHBIN UCX0 KOHCTAaTHPOBaH ¥ 25 %
nereii ¢ kimaccudeckuM APIIII B ¢Bsi3u ¢ pa3BUTHEM
TEPMHUHAIBHON YPEMUHU B HEOHATAJIHLHOM U TPYIHOM
repuojax.

[Ipu acHMMETPUYHOM BBISIBJICHUH KUCT B TIOYKaX,
kotopoe xapakrtepHo mnus AJIIIII, BeiiBIsIeMoro B
MpeHaTaJIbHOM, HEOHATAJIHHOM U TPYJIHOM Tepuojax
y JeTeH, cienyeT NpoBoAuTh auddepeHInaIbHyo
JTUATHOCTHKY C MYJIBTUKHCTO30M TIOYKH M COJHTAp-
HOM KHCTOW MOYKU. MyJBTUKHUCTO3 MOYKH — Yalle
OJIHOCTOPOHHMM MPOLIECC, KOTOPBI NPUBOAUT K BU-
KapHOW (KOMIICHCATOPHOW) THIEPTPOPHH 310POBOI
MOYKU U B ClIy4ae OTCYTCTBHS COMYTCTBYIOILIEH Ia-
TOJIOTHM MOYEBBIBOJAIIMX IyTeH MMeeT Oiaromnpu-
ATHBIN MPOTHO3 JUTsL XKU3HU. ONMUCHIBAIOT (HOPMHPO-
BaHUE JIBYCTOPOHHETO MYJIBTUKHCTO3a MOYEK Y IIJIO0-
Jla, HO poXIaeTcsi pe0eHOK C OTCYTCTBUEM (DYHKIIUN
obenx mouek [28]. B mpeHaranbHOM, HEOHATATIEHOM
U TPYOHOM IepHonax y JAeTel PenKo BBISBISIOTCS
conuTapHble (OAMHOYHBIE) KUCTHI. ConuTapHas KH-
CTa OKpyKeHa HOPMaJbHO-(YHKIHNOHHUPYIOLIEH Ma-
PEHXUMOW M HE MPUBOAUT K HAPYMICHUIO (DYHKIIUU
mouek y gereii [28]. B ciydae BBISBICHUS B MpEHa-
TaJbHOM TEPHO/IE COJIUTAPHON KHUCTHI aBTOPHI PEKO-
MEHAYIOT TOBTOpPUTH Y3U-KOHTpONb MOYeK IuIofa
gyepe3 4 Hel U cpasy MocCie pokIeHus pedeHka [28].
Pe6enok u3 cembu ¢ 50 % puckom AJIIIII ¢ BeIsB-
JICHHOW OIMHOYHOM KUCTOM B MPEHATAIbHOM, HEOHA-
TaJbHOM W TPYIHOM NEPUOAAX IODKEH HaXOAUTHCA
noy; Y3U-KoHTposieM B TMHAMUKE ¢ HaOMIOeHUEM Y
Hedpomora [3, 28].

B crarbe mpencTaBiieHa OTEYECTBEHHAs U 3apy-
6exxnas repmunosorust AT u AP npu BeIsiBiIe-
HUH B JIETCKOM Bo3pacte. B nennarpuueckoit Hedpo-
sgornyeckoit npakrtuke st gere ¢ A nenecoo-
Opa3HO UCTOIB30BATh MEXTYHAPOAHYIO TEPMUHOIIO-
THIO, HE CIIeyeT MPUMEHATh TePMHUH «IOJIMKHUCTO3
TIOYKH, TUTI B3pOCIbIX». [IpencraBnens! KIMHUYECKHE
kputepuu nuarnoctuku APIIIT u AL y mereit B
MIpeHaTaJIbHOM, HEOHATAJIbHOM U TPYIHOM eprojax.
B coorBercTBUM ¢ pekoMeHaanusMu A. Shamshirsaz
(2005), B memuarpuyeckoit HehpPOIOTHIECKOH MpaK-
tuke mus aereit ¢ AL, nmarHoCTUPOBAHHBIM IO
Y3U B Bo3pacte 10 18 Mec, 1menecoodpa3Ho UCITOb-
30BaTh MEXKIyHApOIHYIO0 TepMuHomoruo «AIIII,
Oo4yeHb paHee Hadajo». CorllacHO peKOMEeHAALUIM
P.A. Gabow (1997), B cempbsix ¢ 50% puckom Ha-
cinenoBanus AL y mereit ¢ poxkaenus g0 15 met
obHapykeHHe 2 KUCT B 00erX MOYKaxX WU B OIHOMN
MOYKe (aCHMMETPUYHOE BBISIBJICHHUE) CIIETyET TPaK-
toBarh Kak AJIIIIL.

SAKJTOMEHUE

VY nereil B npeHaTaibHOM, HEOHATaJIbHOM U IPYy-
HOM mepuonax nuaraoctupoBansl APIIII B 70,6 %,
AIIIT — B 19,1 %. [pu AJIIII, BBISBICHHOM Y
JISTell B IpeHATaJIbHOM, HEOHATaJIbHOM, TPYIHOM
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repuojax, OTMEYArOTCs POCT JAMaMeTpa MOYEUHBIX
KHCT, YBEJIHUCHHE Y3UMETPUIECKOTO 00IIero oone-
Ma TMoYeK.

B nmpenaranbHOM, HEOHATaJILHOM U TPYIHOM IIe-
puofax y nIeTeil yarie TUarHOCTHPOBAaH «Kjaccude-
ckuit APIIID» (75 %), uem «uerckuit APIIII ¢ pudpo-
30M nieueHm» (25 %). APIIII y nereit ¢ poxxaeHus xa-
pakTepusyeTcs HalU4ueM MHOKECTBEHHBIX JIBYyCTO-
POHHUX MEJIKMX KHCT, BBIp@XXEHHOH Hedpomerainu
¢ OBICTPBIM TEMIIOM YBEIHYEHHUS Y3UMETPUYECKOTO
o0rmiero oobema Mmouek, TSKeJIoW CTaOMIbHOW apTe-
puanbHOi runepreH3un. Pudpo3 NeyeHn U CUHAPOM
[OPTANbHON THIEPTEeH3UU JUArHOCTUPOBAHBI Yy Je-
teit ¢ APIIIL

JleTanbHbIi HCXO/1 B HEOHATAJILHOM U IPYIHOM IIe-
puomax y nereit ¢ APIIII koncraruposan B 25 % ciry-
gaeB. Ucxon B XbII ycranosnen y 9 mereii ¢ APIIII,
MEPEKUBIINX HEOHATAJIBHBIN U IPYIHOI BO3PACT.
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BITMAHWNE TEPATTNW MPEOHWN30/TOHOM HA ®UN3NYECKOE
PA3BUTUE OETEVN C HEOPOTUYECKMM CMHOPOMOM

'Kadenpa rocnmTanbHOoi U NONVKIVMHNYECKOW NneanaTpumn, BopoHeXCKuii rocyaapCTBEHHbIV MEAULIMHCKNA yHUBEpPCUTET UM. H.H. BypaeHko,
r. BopoHex, Poccus; 2Hedponormnyeckoe otaeneHve, BopoHexckas obnactHas aetckas 6onbHuua Nel, . BopoHex, Poccus; 2netckas nonm-
KNVHKKa, Jlnneukas ropoackas 6onbHuua Ne3, r. Jinneuk, Poccus

PEDEPAT

LIEJIb: cpaBHUTL NapameTpbl duanydeckoro passutus (PP) y aeteit ¢ nanonatnieckum HedbpoTmniecknm cuHapomom (MHC)
B 3aBMCKMMOCTM OT Tepanuu npeaHnsonoHoM. NMALIMEHTbLI U METO/ZbI. Y 60 petein ¢ UHC B Bo3pacTe oT 2 ao 17 net 6b110
npoaHafn3npPoBaHo BAVSHWE Tepanuu NpeaHn3oaoHoM Ha DP. JeTu 6binn pasgeneHsl Ha 2 rpynnbl: 30 geTei, He nonyyas-
LWIMX NpegHu3onoH, n 30 geten, nonyyaBLUMX €ro B Te4eHne nocnegHux 6 mec oo nccnenosanus (1-a n 2-a rpynna coor-
BETCTBEHHO). B rpynnax cpaBHMBanMCb aHaMHecTu4deckue nokasarenn n ®P geteii no aAnvHe, Macce, MHOEKCY Macchl Tena.
PE3YJIbTATbI. Tpu cpaBHeHUN nokadatenen PP geTeii BbileykasaHHbIX 2-X FPynn YCTaHOBEHbI Pa3nnyms B Macce Tena u
VMT. Y netei, nony4aBLUMX MTPEAHN30N0H NocneaHne 6 mec, Obin 3Ha4YMTENbHO NPEBbILLEHbI MokasaTenn maccel Tena n UMT
Nno CpaBHEHMIO CO cTaHaapTamun BO3 1 aHanornyHbIMn 601bHBIMK, HE NOJTyYaBLUMMN NPEOHN30I0H NocnenHve 6 mec. Hamu
yCTaHOBNIEHA AOCTOBEPHAs CBA3b Z-kputepus MMT ¢ KkyMynsiTUBHOW L0301 NpefAHM30/10Ha B nocnegHue 6 mec: r=0,49, p<
0,05. MNpu 3TOM LOCTOBEPHBIX CBA3EM MACChl TENA C KYMYJISTUBHOW 0301 NPeaHn30/10Ha, KOTOpY pebeHOoK nonyyan paHee
6 mec, He BbIgBneHo. Mpu aHannae apdEKTUBHOCTN PA3INYHbIX 403 NPEAHN30I0HOTEPaNUN A5t KYNUPOBaHUS PELMANBOB Y
neten co cteponadyBcTBuTeNbHbIM MHC Nofy4eHo, 4TOo BpEMS HACTYNNEHUS U NPOAOSIKUTENIbHOCTb PEMUCCUN 3HAYUMO HE
pasnuyanuck Npu npruemMe ctaHaapTHbIX (60 Mr/M2/CyT unmn 2 Mr/Kr/cyT) 1 BOBOE MeHbLUMX (1 Mr/Kr/cyT) 403 NPeaHN30M0Ha.
SAKJIIOYEHWE. YcTtaHoBneHa cBA3b Macchl Tena aetert ¢ MHC n kyMmynaTmBHOM A03bl NPeAHN30/0HA B TeHEeHNe Nocnea-
HUX 6 Mec. MNpu NevyeHnn peunauBoB CTEPONAHYBCTBUTENBHOIO HevacTo peumamsmpytowero MHC cHuxxeHre CyTOYHON [03bl
npenHM3050Ha ¢ 2 Mr/kr/cyT oo 1 Mr/kr/cyT BO3MOXHO Y NOAPOCTKOB, KOTOPble BOATCS CTEPOUAHOIO OXMPEHUS NN UMEB-
LUNX TSKESble OCNOXHEHWS BO BpEMS NpeablayLmx KypcoB NPpeaHN30n0HoTepanunu.

KnioueBble cnoBa: Gunsmnyeckoe passutne, oetn, macca Tena, MHAEeKC Macchl Tena, MAMoNaTuyeckuii HeppoTUHECKUIA CUH-
OPOM, NPEOHN30JI0H
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INFLUENCE OF PREDNISONE THERAPY ON PHYSICAL
DEVELOPMENT OF CHILDREN WITH NEPHROTIC SYNDROME
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ABSTRACT

THE AIM: to compare the parameters of physical development (PD) in children with idiopathic nephrotic syndrome (INS), de-
pending on the treatment with prednisone. PATIENTS AND METHODS. The effect of treatment with prednisone on PD was ana-
lyzed in 60 children with INS aged from 2 to 17 years. The children were divided into 2 groups: 30 children who did not receive
prednisone, and 30 children who received it during the last 6 months before the study (1st and 2nd group, respectively). The
groups compared the anamnestic parameters and the risk factors of children in terms of length, weight, and body mass index.
RESULTS. When comparing the characteristics of the risk factors of children of the above 2 groups, differences in body mass
and BMI were established. In children who received prednisone for the last 6 months, body weight and BMI were significantly
exceeded compared to WHO standards and similar patients who did not receive prednisone for the last 6 months. We have
established a reliable association of the Z-BMI criterion with the cumulative dose of prednisone in the last 6 months: r=0.49, p
<0.05. At the same time, no reliable association of body weight with a cumulative dose of prednisone, which the child received
before 6 months, has been identified. When analyzing the effectiveness of different doses of prednisone therapy for stopping
relapses in children with steroid-sensitive INS, it was found that the onset and duration of remission did not significantly differ
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when taking standard (60mg/m?/day or 2 mg/kg/day) and half as much (1mg/kg/day) doses of prednisone. CONCLUSION.
The relationship of the body mass of children with INS and the cumulative dose of prednisone in the last 6 months has been
established. When treating a recurrent steroid-sensitive non-relapsing INS, a decrease in the daily dose of prednisone from 2
mg/kg/day to 1 mg/kg/day is possible in adolescents who are afraid of steroid obesity or who have had severe complications
during previous courses of prednisone therapy.
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BBEOAEHUE

Jus nereld ¢ XpPOHUYECKOH OONE3HBIO TOYEK
(XBII) moboit 3THOIOTMH W30BITOK MacChl Tella
OXXKUPEHUE SBIITIOTCSA HE TOJIBKO IJIOXHM (DOHOM, HO
u (hakTopoM pucka s ee paspurus [ 1, 2]. [Ipu rmo-
MepyJIApHO 3THonoruu 3adoneBanus jeuenue HC
BCET/a CBS3AaHO C ITFOKOKOPTHKOMIaMH, & UMEHHO, C
MIPETHU30JIOHOM. Y OOJIBHBIX CO CTEPOUI3aBUCUMBIM
U cTepouipe3ncTeHTHRIM BapuanTtamMu HC oHo ObIBa-
€T JTTUTEIFHBIM U BBI3BIBAET OIPE/ICIICHHBIC TPYIHO-
ctu [3]. Y gereli ¢ 3a00eBaHUSAMH TTOUYEK OKUPEHUE
yalie BCEro CBSI3aHO C MpeIHU30JIoHOTepanueil [4].
Haxxe Ha mo3auux cragusx XbII Moxker HAOIIOIATh-
csl M30BITOK MAacChl TeJla OTHOCHUTEIILHO BO3PACTHBIX
CTaH/IapTOB B CBSI3H C TIFOKOKOPTUKOHTHOW Teparuei
[5, 6]. B otnenpHBIX paboTax MOKa3aHO, YTO JIETH C
romepyspHoi stronorueit XbIT umenn Oomnee BbI-
COKYIO MaccCy: Tak, ¢ N30bITKOM MacChl HAOIIOAIOCH
18 % nanueHToB, U 27 % AeTeil uMean OKUPEHUE; B
rpymnme OONBHBIX C HErJIOMEpPYJISPHOU ATHOIOTHEH
XBIT n30bITOK Macchl M OKUPEHUE BBISBICHBI TOJIHKO
y 15 % nereit [7]. OnHaKO NaHHBIE O BAUSHUU TITFOKO-
KOpTUKOMAHOM Tepanuu Ha P neteil HeonHO3HAYHBI
[7, 8]. IIpakTH4yeCcKn OTCYTCTBYIOT HCCIEI0BaHMs, B
KOTOPBIX TTOKa3aHO, KOTJa TePSETCS CBSI3b OKUPEHUS
y ZeTed ¢ MpeAHU30JOHOTepanueil. YCTaHOBICHUE
9TOTO (paKTa, HECOMHEHHO, BAXKHO JUISI YMEHBIIICHUS
HEraTUBHOTO BIUSHUS OKupeHus Ha nouku npu MHC
y IeTeH.

Llenpro TaHHOTO WCCIEOBaHUS SBUJIOCH CpaBHE-
Hue napamerpoB ®OP nerel ¢ UAMONATUUECKUM He-
¢pornueckum cuagpomoM (MHC) B 3aBucuMOCTH OT
TEpaIuy MPETHN30JI0HOM.

NMAUMEHTbBI U METOAbI

OO0bekTOM wuccienoBanus sBuianck 60 mereit ¢
HHC B BO3pacte ot 2 10 17 net. Y Bcex aereil aHa-
JTU3UPOBAIH BIUSHUE TEpanuyl TPEIHU30JIOHOM Ha
Maccy Tena OonbHbIX. Huarno3 MHC craBuiam Ha
OCHOBaHUH KIMHHUKO-TA00PAaTOPHOTO CHMITOMOKOM-

TUIEKCA: HAIWYHS OTeKa, MPOTeHHypun > 40 Mr/m2/q
wii > 2,2 1/cyT, Tnoans0yMuHeMun < 25 1/1, TUIo-
MPOTEeMHEMHUH, THIEepXojecTepuHeMun. lcciemona-
HUE JUTMHBI ¥ MAcChl Tella y BCeX JeTel MPOBOIMIN
WIN B PEMHCCUIO HE(POTUYECKOTO CHHIPOMA, HIIH,
eciu 60BbHOM TocTymal ¢ 000CTPEHNEM U BBIPaKeH-
HBIM OTEUHBIM CHHJIPOMOM, ITOCJIE JIMKBUAINU OTe-
Ka (Tak Kak OTeK BJIFSUT Ha MTOKA3aTeIH MacChl TeJa).
Ecin pebGeHOK mosydans METHINPEIHU30NI0H, 03y
TIEPEeCYUTHIBAIN HA TIPEHNU30JIOH: T.€. 1 Tal1. MeTuI-
MPETHN30JI0HA = 4 MI' YYHUTHIBAJIaCh KaK 5 MT Tpej-
HU30M0HA. PaccumThiBamace o0mias KyMynATHBHas
J103a MPEHU30JI0HA B MI; MI/KI MacChl Tela; MI/Kr/
cyT. Tak kak Tepanus MpegHN30JI0HOM, HECOMHEHHO,
BIIKAET Ha noka3arenu OP neteil, Mbl aHaTU3UPOBAIU
napameTpbl JUTHHBI U MACChI Tea OONBHBIX B 2 TPYyII-
nax: rpynmna 1 — 30 merelt, He MOTYYaBIINX TPEIHU-
30JI0H B T€UYEHHUE MOCIIETHNX 6 MEC 10 MCCIIEOBAaHUS;
rpynma 2 — 30 gerei, momy4daBIINX MPEIHU30JIOH I10-
cineqaue 6 Mec 10 uccienosanus. B rpymme 1 gertn
OpuTH B BO3pacte oT 2 mo 17 ;et, cpemuuii Bo3pacT
coctaBuia 9,3+4,8 roga, 1eBOYEK M MaJILYUKOB OBLIO
nopoBHy — 1o 15 (50 %). Jletu, mpoxkuBaroniie B
paiionax Boponexxckoii obmactu, coctaBmim 56,7 %
(17), mpoxxuBatomtue B I. Boponexe — 43,3 % (13). B
rpymme 2 nety ObIH B Bo3pacte ot 3 1o 17 net, cpen-
HUH Bo3pacT coctaBuia 7,8+4,0 rona (CTaTHCTHIECKU
3HAYMMBIX pa3nu4uii ¢ Tpymnmoi 1 e 6w0, t=1,33,
p=0,18). JleBouek Obua0 11 (36,7 %), a MaIbYMKOB
19 (63,3 %), cTaTHCTUYECKHU 3HAYMMBIX PA3THUNAN B
COOTHONICHUAX MEXAY TPYIaMu He HaOIomanoch
(*=1,09, p=0,29). JleTu, mpoKUBaIOIINE B paiioHAX
Boponexckoit odmactu, coctaBumu 73,3 % (22 pe-
Oenka), mpokupatone B I. Boponexe — 26,7 % (8
JIeTeH), CTAaTUCTUYCCKH 3HAYNMBIX Pa3InIuil B COOT-
HOIIEHUIX MeXay rpynmnamu 1 u 2 ve Obuto (¥*=1,83,
p=0,18), T.e. rpynmbI KeTeil, MOTyYaBIIUX U HE TTOITY-
YaBIINX MPETHU30JIOH B TEUSHHE MTOCIEAHNUX 6 MeC 70
WCCIIEZIOBAaHUS, HE Pa3INYaINCh IO BO3PACTY, MOy U
MecTy npokuBaHus. ConnaabHBIN CTaTyCc ceMel Tak-
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Ke He paznuyaics. B oTHOIIeHnn xapakrepa U 4uc-
Ja 6epeMEeHHOCTeH, poJoB, BO3pacTa MaTepH, OTIa,
AHTPOIIOMETPUYCCKUX JIAHHBIX MPH POXKICHHUH, JITH-
TEJILHOCTH TPYAHOTO BCKapMIIMBAHUSI JIETH 2 TPYIIII
TaKXKe 3HAYUMO HE pa3iauyaiuchk. Bospact nereil k
nauaxy MHC B 1-ii rpynme cocraBui 60,9 + 44,4 mec,
BO 2-1i rpymme — 59 + 41,9 mec, nmurensaocts HC Ha
niepuoy uccienopanms — 49,6 = 59 mec B 1-it rpym-
e u 36,4 + 44,6 mec Bo 2-if TpyImIme, JOCTOBEPHBIX
pasnIuuuil He orpeaesneHo. Pa3auus UMeIuch B Ipo-
JOJDKUTEIBHOCTH TOCIEAHEH PEMHUCCHH 10 00cie0-
BaHU: B 1-# rpynme ona 6buta gonbiie — 21,8 + 41,4
Mec, Bo 2-it — kopoue — 4,1 = 6,1 mec (p< 0,02). Bce
JeTH 2-i TPyNIbl K MOMEHTY WCCIIEIOBaHUS TOJY-
YyaJld IPEAHU30JI0H, B 1-# rpymme mpeaHu30I0H ma-
[IUCHTHI HE MOJyJYaJId B TeueHue 6 mec, Ho 19 merteit
(63,3 %) momyuanu ero paHbIie. boIbITHHCTBO ACTEH
OBUIH CTEPOMAUYBCTBUTEIBHBIMU: 28 U3 1-ii TpymIbI
u 24 u3 2-ii rpynnsl, 2 peGenka u3 1-if u 6 nereit u3
2-1i TpyMITBI OBIITH CTEPOUAPE3UCTEHTHBIMH.

VY 28 u 25 maumenTtoB 1-il u 2-if rpynmsl, cooT-
BETCTBEHHO, HedpoOmoncus He moBoAmiach. Y 2
netelt 1-il rpymibl npy MpOBeIeHUH OMOTICHU TTOYKH
yCTaHOBJICH (DOKAbHO-CETMEHTAPHBIA TIIOMEpYJI0-
ckiepo3 (OPCI'C); u3 5 OMONCUPOBAHHBIX OOJIBHBIX
2-ii rpynmel y 1 pebenka ycranosineH OCI'C, y 4 —
0011€3Hh MUHUMAJIbHBIX U3MEHEHHH.

CratrcTudecKkuil aHaau3 IPOBOIMIIN C HCTIONB30-
BaHHEM IIaKeTa MPUKJIAJHBIX Mporpamm «Statistica
Ver. 6.0» («StatSoft, Inc.», CILIA). Cpenuue 3Ha4eHus
(M) npezncTaBiIeHbI BMECTE CO CPEIHEKBAAPATUIHBIM
orkionenneM (CKO). Jlns BBIIBICHUS 3HAYMMBIX
pasu4Yuid MEXIy JBYMs HE3aBUCHMBIMH TPYIIIaMH
HCIIOIb30BANIM JABYXBBIOOPOUHBIH t-TecT CThIofieHTa
IIpH BBITIOJHEHUH YCJIOBUH — COIVIacHs SMIUpHYe-
CKOTO pacrpesieJIeHus BRIOOPOK ¢ HOPMAJbHBIM pac-
MIpeJielIeHneM M PaBEHCTBOM JIMCIEPCUil B TpyIINax.
PaBeHcTBO aucnepcuil B rpynmnax MpoBEPsUIOCh MO-
cpencrsoM npuMmeHenus F-xpurepust @uiuepa. ITpu
OTKJIOHEHWH THIIOTe3bl O HOPMaJbHOM pacIipesierne-
HUU UCCJIEAYEMBIX TIOKa3aTeIel s aHaJln3a pasiu-
YU B IBYX TpYIIIaX UCIOIB30BAIM HEMlapaMeTprude-
ckuil kputepuit Manna—Yutuau (U). [l BeIsBIEHUSA
BIASHUSL JIBYX (akTopoB M 0Ooyiee HCIOIb30BaJICA
nucniepcuonubiii anamu3 ANOVA, nmist ycTaHoBIe-

HUA CBA3U MCEXKAY IMOKa3aTC/IAMH BbIYMCIIAIN KOBq)-
¢unment xoppensinuu Cnpmena. Hymesyto crartu-
CTHYECKYIO THIOTe3y 00 OTCYTCTBUHM pa3iu4uil U
cBs3eit orBepranu mpu p<0,05.

PE3YJIbTATbI

[Tpu uzyuenun nokazareneit ®P nereit nByx rpynm
YCTAQHOBJICHO, YTO Z-KpUTEpPUH [UIMHBI Tejla JeTel
B 1-i1 u 2-i1 rpynmnax HE3HAYUTEIHHO OTIMYAJCS OT
crannaproB BO3, T.e. oH He mpeBbIIal 3HAYCHUN
0,1. Taxxe HEe OBUIO BBIABICHO JIOCTOBEPHBIX pPa3-
JUYUA B IJIUHE Tella MEXAy marueHTamu 1-ii u 2-i
rpymn (p=0,9). Kak Bugno u3 tabmn. 1, Z-xkpurepuit
Macchl Tena OONBHBIX |- Tpynmsl OTIAMYAiCS OT
crangaptoB BO3 He3HaunTeNbHO (CpeaHee 3HAUCHUE
Z-xputepus — 0,37). Cpeanue 3HaueHUs Z-KpUTepus
cranaaproB BO3 = 0. Ho netu 2-if rpynmsl umenu
Maccy Teja, 3HaYUTEIbHO MPEBbIIAIONIYI0 CTaHaap-
161 BO3 (Z-xputepuii > 1). Macca tena 6oiabHBIX 1-i
U 2-1i TpyTIl TOCTOBEPHO pa3inyasiachk: BO 2-if TpyT-
Te IeTel oHa OblIa 3HAYNUTEIHHO BEITIE (CM. Ta0I. 1).

To xe kacaerca u MMT, xoTopslii ObLT 3HAUU-
TEJIBHHO BBIIIE U 10 CPABHEHHUIO co cTaHaapramMu BO3
(Z-xputepuit nmpubnxKaicsa K 2), 1 0 CPaBHEHHIO C
netbMu 1-it rpynmst (p = 0,0001). Ha puc. 1 rpadu-
YECKH OTPaXCHBI MeInana, 25—75 MepreHTmIb Mac-
cel Tena y obcnenoBannbix aereit ¢ MHC.

Ha puc. 2 ortoOpaxensl memuana, 25-75 mep-
HEHTHJIb, MUHUMAJIbHOE U MaKCHUMaJbHOE 3HAYEeHUS
UMT o0cienoBaHHBIX IETEH.

Kak BuAHO W3 mpeacTaBiIeHHBIX TpaduKoB, HO-
CTOBEpHBIE pa3Inuus Kacaiuch Macchl Tena u UMT
y OOJBHBIX 1-# U 2-if Tpymn. YCTaHOBJIEHO, YTO OXKU-
penne, T.e. Z-kputepuii UMT Gonpmie 2, umenu 3
pebenka (10 %) 1-i rpymmst u 12 gereit (40 %) 2-it
TPYTIIBL.

[Ipu mnpoBeneHNH KOPPENSALMOHHOTO aHaU-
3a mnokaszareneid OP nerell ¢ 1030 MOJaydaeMoro
MIPETHU30JI0HA HAMH OTMEUYEHO CJeayIolee: J0CTOo-
BEpHAs KOPPENSLMOHHAS CBS3b BBISBICHA MEXIY
Z-xputepueM UMT u KymMylsITUBHOM 1030 IIpen-
HM30JI0HA 3a mocieaHue 6 Mec, oHa cocrasmia 0,49
(p<0,05). He ycTaHOBIEHO [OCTOBEPHBIX CBS3eH
HNMT c oOriieli 1030# peIHU30JI0HA, KOTOPYIO pede-
HOK ITOJTy4aJI He TOJIbKO IociieiHne 6 Mec, HO ¥ paHb-

Tabnuua 1/ Table 1

dusnyeckoe passutue geten ¢ XBIN rnomepynsapHoi aTuonorum
Physical development of children with CKD glomerular etiology

CraHpaptel BO3 pynna 1, n=30 Mpynna 2, n=30 t CTblogeHTa P
Z-kpuTepuii maccol Tena, cpegHee = CKO 0,37+0,783 1,45+1,36 -2,12 0,04
Z-kpuTepuii ovHel Tena, cpegHee + CKO 0,03+1,60 0,07+0,90 -0,11 0,90
Z-kputepuin IMT, cpegHee = CKO 0,04+1,24 1,86+1,55 -4,24 0,0001
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Puc. 1. Macca Tena B uccnegyemblx rpynnax naumeHTos (Mu-
HUMaNbHOE N MaKCUMaJIbHOE 3Ha4YeHus, 25—75-NepueHTusb n
MeguvaHa).

Figure1. Body mass in patients groups (minimal and maximal value,
25-75-percentile and median).

me, Rs = 0,01 (p>0,05). Takxke He MOITydEHO JOCTO-
BepHOi1 cBsA3u UMT ¢ npooIKUTENBHOCTBEO TPUEMa
npenuusoiiona: Rs = 0,02 (p>0,05). He Ob110 BBISIB-
JICHO KOPPEJSLMOHHBIX CBS3€M Z-KpUTEpUs JIMHBI
tena aereit ¢ UHC ¢ Tepanueil mpeTHU30JI0HOM: HU €
KyMYJIATUBHOM 00111e#l 1030M, HM € 103011 3a rmociiea-
HUe 6 Mec 0 MCCeNoBaHMsl, HU C TPOJOKUTEb-
HOCTBIO TIIIOKOKOPTHKOMIHOTO JedeHus. B npouecce
HCCIIEZIOBAHUS BBISIBICHBI JJOCTOBEPHBIE KOPPEIAIIH-
OHHBIE CBSI3M Z-OLIEHOK JUIMHBI TeJla OOJIbHBIX JeTeil
00eux Tpym ¢ ATUHOM Tena npu poxxaeHuu: Rs=0,33
(p<0,05) B 1-ii rpynne; Rs=0,53 (p < 0,05) Bo 2-i
rpymnmne. Take BBISBIEHbI JJOCTOBEPHBIE CBSI3U JUJTH-
HBbI TeJ1a OOJIBHBIX C Maccoi pu poxkaeHun: Rs=0,38
(p<0,05) B 1-i1 rpynne; Rs =0,45 (p < 0,05) Bo 2-i
rpymnre.

Takum o0Opa3om, NpU CpaBHEHUM I[OKa3aTelen
JUITMHBI ¥ Macchl Tejla y AeTeH, MoJIy4yaBIIuX U He I10-
Jy4aBIINX IPEJHU30JI0H B TEUEHHE MOCIeTHUX 6 Mec
JI0 MCCIIeIOBaHMs, YCTAaHOBJIEHBI pa3lIMyus B Macce
tena 1 UMT. ¥V pereil, noay4yaBIIMX NPEIHU30JI0H
nocnenHue 6 Mec, ObUIM 3HAYUTEIHLHO MPEBBIIICHEI
noka3arenu maccel Tena 1 UMT no cpaBHeHUIO cO
crannapramu BO3 u aHajOruuHbIMH OOJBHBIMH,
HE TOJTYyYaBIIMMH MPEIHU30JIOH IMOCIeaHne 6 Mec.
Hamu ycranosieHbl nocrosepHbsie cBsizu UMT ¢
KyMYJISITUBHON 1030 NPEIHHU30J0HA B IOCIIEIHUE
6 mec. [Ipu 3TOM JOCTOBEpHBIX CBsI3el Macchl Tena
C KyMYJSTHBHOM J030M NpPEIHU30JI0HA, KOTOPYIO
pebeHok momyydan panee 6 Mec, He BBISIBICHO. MOX-
HO MPEONI0KNUTE, YTO CBA3b OKUPEHUS C IPUEMOM
rrokokopTrkonoB npu MHC y nereit Tepsiercs ye-
pe3 6 mec mocine ero oTMeHsl. J[nuHa Tena nerei ¢
HNHC B 06enx rpymnmax 3HauUTEIbHO HE OTIMYalach

o Medianpg 25%-75% 1 Min-Max

H

N

z-oueHku UMT
o
O

]
-

1
N

-3

rpyr;na 1 rpynlna 2

Puc. 2. UMT obcnenoBaHHbIX AeTel (Mmeanana, 25-75 nepueH-
TUNb, MUHUMAJIbHOE N MaKCUMasIbHOE 3HAYEHMS).

Figure 2. BMI in examined children (median, 25-75-percentile,
minimal and maximal value).

ot nokasareneid BO3 u He Obla cBsi3aHa ¢ NpeaHU-
30JIOHOTEepanueil, HO yCTaHOBJIEHbl 3HAUUMBIE CBSI3U
JUIMHBI TeJla MalueHTOB 00euX TPYyMIl C aHTPOIOMe-
TPUYECKUMHU JaHHBIMH [TPU POXKIACHHH.

Jlanee MBI TNpoaHAIM3UPOBAIN BO3MOXKHOCTH
YMEHBIICHHs JI03bl MPEAHMU30JI0HA Y TMAlUCHTOB C
WHC npu neuennn penuauBoB 3aboseBaHus. s
3TOTr0 PETPOCHEKTUBHO ObLIa MPOaHATIU3UPOBaHA (-
(EeKTHBHOCTB TEepanuu NPeIHU30JI0HOM y 48 neteit ¢
HNHC Bo Bpems peuuauba 3aboneBanus. Cpeny HUX
™Mbl BesiBUIU 12 pereir ¢ UHC, xoTopeie momyuann
MPEAHU30JIOH Ul KYITMPOBAaHHS PELHIUBA B YMCHbB-
IICHHOM J103€, @ UMEHHO | MI/Kr/cyT 10 3 mocieno-
BaTeJIbHO HOPMAJIbHBIX aHAIU30B Moud. OcTainbHbIe
36 nmereit monyvanu MpeIHU30JIOH ISl KyMTUPOBAHUS
peUMINBOB B CTaHAAapTHOW ao3e, T.e. 60 mr/m?/cyT
WIN 2 MI/KT/CyT 10 3 HOPMaJbHBIX aHAIU30B MOYH.
Janee netn o0euwx rpynn MOTy4add MPEeTHU30JIOH
4—6 Hen B 03¢ 40 MI/M?/CyT B aJIbTEPHUPYIOLIEM pe-
JKMME C TIOCTETICHHBIM CHIDKCHHEM T10 5 MI/HEH 10
orMeHbl. TedeHue 3a00JeBaHUs MPOCIICKEHO OT Jie-
6tora MHC no 1-12 net craxka 60s1e3HH.

Takum 0Opa3om, ObUTH BbIJICIICHBI 2 pa3HbIe TPYII-
bl OOJIBHBIX: MOMYUYMBIIUX BO Bpems peuuansa HC
CTaHJAPTHYIO TEPAIUIO MPETHNU30I0HOM U TOJTyYUB-
IIMX TPEeHU30JI0H B J103€, B 2 pa3a MEHBIIIE CTaH-
JapTHOM. B Tabn. 2 mpencTaBieHbl XapaKTEPUCTHKH
UCCIIelyeMbIX TPYII JeTEH.

Kak BuHO 13 Tab1. 2, TpymIlbl €Tl He pa3inya-
JIMCh TI0 BO3PACTy K Hadaiy 3a00JeBaHusl, MOy, THIO
JOCTH)KEHHST PEMHUCCUHU B Ae0I0Te HEPPOTHUECKOTO
CHUHIpPOMA U UIUTEIBHOCTH peMHUCcCHH a0 | penunu-
Ba. Paznmuumus kacamuce Bapuanta MHC. B rpymnme
JleTel, MOJy4YaBIINX MPEJHU30JIOH B YMEHBIICHHON
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J103€, Y BCEX, KpOME OIHOTO OOJIBHOTO, HAOIIOmaCs
CTEPOWIYYBCTBUTEIBHBIA HEYACTO PEUUJANBUPYIO-
mmid BapuaHt Oone3HH, T.e. Oojee ONaromnpHsTHBIN.
Crepounpesuctentnoiii Bapuant HC naOmomancs
TOJNBKO y 2 OONBHBIX B TPYIIE TONyYaBIIUX CTaH-
JApTHYIO TEpParuio TPEIHU30IOHOM JJIsi KYIHpOBa-
Hus peuuauBa (Tadm. 3).

O} PEeKTUBHOCTh MPEIHU30JOHOTEPAIMHA OLICHH-
BaJIM 110 CPOKY HACTYIUICHUS] PEMUCCHH U €€ ITPOJIOI-
JKUTETHPHOCTH JI0 CIEAYIONIEro penuaua. B Tabmn. 4
MpeCTaBIeHbl JaHHble Y)(EKTHBHOCTH Pa3IHYHBIX
no3 mpenausoiona npu peruanse MHC. M3 tabmu-
(bl BUJIHO, YTO BPEMsI HACTYTIJICHUSI PEMHUCCHH B 00e-
UX Tpylmnax He pasnuyaiack. B rpynme 1 mpu npu-
MEHCHHUH MPEIHU30JI0HA B 03¢ 60 MI/Kr/cyT wiu 2
MI/KT/CYT peMuccHs HacTynuia Ha 8,6+4,7 neHb, B
rpymmne 2 (¢ yMeHbIIEHHON 70301 MpeHUu30/I0Ha) —
Ha 7,8+2,8 neHb. [IpogomKuTeTsHOCTh PEMUCCHH 10
clenyromero penuauBa oouia 6,8+5,0 Mec B rpym-
ne JieTel, MoNyyaBIIMX CTaHAApPTHYIO TEparuio, M

24,5+20,2 mec y JieTeil, moTy4aBIIuX MEHbBIIYIO 103y
npenHn3oiona (cM. Tadm. 4). IIpomomKuTeIbHOCTh
npreMa MaKCUMalIbHOW JT03BI MIPEIHU30I0HA, TaK JKe
KaK ¥ TNPEIHU30JI0HA B aJIbTEPHUPYIOIIEM pEeXHUME,
HE pasianyajach B 00euX rpyrmnax.

Mpl Takke MpeCTaBUIIN Pe3ybTaThl d3PPEKTHUB-
HOCTH Tepanuy MpPEJHU30JI0HOM B HCCIETyEeMbIX
rpynnax MetonoMm Karmtan u Meiiepa (puc. 3).

Ha puc. 3 Hams1HO 1OKa3aHo, 4TO MPH MPUMEHe-
HUM MPEIHU30JI0HA B 103¢ | MI/KI/CYT IS KyIHPO-
BaHMA perurBa 3QHEKTHBHOCTh HUYEM HE yCTyIaeT
a¢dexry B rpymrme Aerei, MOJy4YHBIIMX CTaHAapT-
HYIO TEpaIuio, I1ie MPOJOKUTEIBHOCTD MOCIEAYI0-
el pemuccnn OblIa Jake JOCTOBEpHO Kopoue. Mbl
MOJTyYMJIM HHTEPECHBIE JAaHHBIE 110 CBA3H MPOIOIKU-
TEeTHLHOCTH peMuccuu rnocie ne6rora MHC u nurens-
HOCTBIO PEMHCCHU TOCIIe perunBa 3a00JeBaHus B
rpynnax aerei. Kak npu npuMeHeHUHM CTaHIapTHON
Tepanvy MPEeTHU30JI0HOM, TaK ¥ B TPYIIE C YMCHb-
LIEHHOW /0300 IMpernapara BbISBICHBI JIOCTOBEPHBIE

Tabnuua 2 / Table 2
XapakTtepucTtuka uccneapyemsix rpynn getevi ¢ UHC
Characteristic of investigated children’s groups with INS
[pynna GOMnbHLIX JMJ,}:J;Z ?Apr(ji,:/vtl:e;(_)rnwa 60 mr/m?/cyT fl,'\(;?}aK:/pcixTLHmsonOHa b
Yucno peten 36 12
Mon: Manbynkn / 0EBOYKN 20(55,6%) / 16(44,4%) 7(58,3%) / 5(41,7%) >0,05
BospacT nebiota IHC, net 3,8+£272 5,8+3,0 >0,05
[eHb nocTmxeHns pemuccum B oebiote HC 10,8 +5,2 12,4+11,9 >0,05
AnntensHocTb pemuccun oo 1 peunamea 8,477 8,25+4,7 >0,05
Tabnuua 3 / Table 3

Bapuant UHC B rpynnax pertemn
Types of INS in children’s groups

B cfor | e
CTeponayyBCTBUTENbHbI HEYACTO PeLUMaNBMpPYOLWLMIA, % 16-44,44 11-91,67
CTepounayyBCTBUTENbHbIV HAaCTO PeELMANBUPYIOLLMI/ CTepora3aBucumblii, % | -50,0 1-8,33
Cteponape3ncTeHTHbIln, % 2-5,56 0,00

MpumeyaHne. Pasnnymsa B 4actoTe BCTpevaemocTn BapnaHtoB HC mexay rpynnamm 3Haqmmel [x2(df=3), p=0,01296 n Rs =-0,375,

p=0,008].

Differences between the groups (x2(df=3), p=0,01296 n Rs=-0,375, p=0,008).

Tabnuua 4 / Table 4

9P dbeKTUBHOCTb Pa3siNyHbIX 403 NpeaHn30JioHa y aeteii ¢ UHC
Effectiveness different dosage of prednisolone in children with INS

Ipynnbl 6OMbHbBIX

[osa npegHusonoHa 60 mr/m?/cyT
Wnn 2 Mr/kr/cyt

J03a npegHn3onoHa 1 mr/kr/cyt

ANnTenbHOCTb MakCUManbHOWM A03bl NPEAHN3010Ha, AHEN

13,9+4,7

13,6 5,3

20 peTteli (55,6 %)
16 peteii (44,4 %)

7 netenn (50,0 %)
5 petenn (41,7 %)

[leHb HaCTynneHs peMnccum, AeHb

8,6+4,7

7,8£2,8

Pemuccusa nocne peunguea, mec

6,8 +5,0*

24,5 £ 20,2*

MpumeyaHune. [Insg 3Ha4eHUn, OTMEYEHHBIX *, MOJly4eHbI OCTOBEPHLIE pa3dnuyus (p = 0,005).

For value noticed* there were significant differences (p = 0,005).
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CBSI3H MEXKIY TPOAOJDKUTEIh-
HOCTBIO 3TUX PEMHCCHH, T.€.
MPOIOIKUTENBHOCTh  EPBOU 09}
pemuccun ObUTa CBsi3aHa C
MIPOOIKUTEIILHOCTHIO TIOCIIe- !
JYIOLIUX peMuccuil. B rpymnmne 0.7 -

0
JIeTel TPy JICYEHUHU peLuIuBa § 0.6
MIPETHU30JIOHOM B J103¢ 1 mr/ af;
KI/CyT BBIABIEHAa OOpaTHas §°'5 i
B3aMMOCBSI3b MEXKIY [UIUTCIIb- 204
HOCTBIO PEMHCCHH JI0 PEIIUIH-
Ba B McECill U NJJIUTCIIBHOCTBIO 031 : ‘ ‘
peMuccuu mocie 1 penuauBa o2k R
B Mecs (Rs=—0,65, p =0,046), ol
[IpH TIPHEME MPEIHU30JI0HA B ‘ ‘ ‘
J103¢ npeaHu3oiona 60 mMr/m?/ 00F - - -

CYT WIH 2 MI/KI/CYyT JaHHas

..~ po3a6omr. .. ...
-+« po3alwmr,

. . . .0 3aBeplUeHHble . . ...

& [leH3ypupoBaHHble Ha6moneﬁmn

CBS3b OblIa TOJOXKUTEIHHOM 0 20
(Rs= 0,64, p=0,015).

Taxum oOpa3oM, NpHu aHa-
au3e  3(pQeKTHBHOCTH  pa3-
JUYHBIX 7103 TMPETHU3OI0HO-
Tepanuy JUISI  KYIAPOBAHI
peunauBoB y nmered ¢ MHC
MOJIYICHO, YTO BpeMsI HACTYIUICHHS PEMECCHH U €€
MPOIOIKUTECIILHOCTh HE PA3IHMYaIUCh; TIPH MPUMeE-
HEHUU TIPEIHU30JI0HA B YMEHBIIICHHON 03¢ pEeMHC-
CHS MpOjoJDKaNach Jaxe noipire. OqHaKo cieayer
OTMETHTD, YTO BCE JCTH, TOTYUYaBIITUE MPETHUIOIOH
B YMEHBIIICHHON [103€, UMEIN OJIaronpusTHBIN BapH-
aHT OOJIC3HH — CTEPOUTIYBCTBUTEIBHBIN U HEYACTO
PeUUIUBUPYIOILHN.

OBCY>XXAEHUE

[Ipu ouenke ®P y nereit ¢ MHC mb1 yuutbiBamy,
YTO Macca ITHX JIeTell 3aBUCHMa OT MPETHU30JI0HO-
tepanuu [9, 10]. CormacHO HAIIMM JAaHHBIM, TIPEI-
HU30JIOH 3HaYMMO HE BIHMUI Ha POCT OOJBHBIX: HE
BBISIBJIIGHO 3HAYMMBIX OTJIMYMNA OT MEXKIYHAPOIHBIX
BO3pacTHBIX cTangapTos [11]. Ho B mpomuecce ncce-
JTIOBAaHUS BBISIBIIEHBI JOCTOBEPHBIE KOPPEISAIINOHHBIE
CBsI3U Z-OII€HOK JUIMHBI Teja OOJBHBIX JETEH 00enx
IPyII C JUIMHOW Tena Mpu pokaeHUuU. Takxe BbIsAB-
JICHB! JOCTOBEPHBIE CBS3U JJIMHBI Tela OOJBHBIX C
Maccoil mpu poXACHHU. B nureparype Takke e€CTh
CCBUIKH Ha JaHHbIi (akt [12, 13]. B orHOmIEHHH Mac-
CBI TeJla HAaIllUX MAaI[eHTOB OTMEYEHO, YTO Yy JeTeH,
MOJTy4YaBIINX TPEAHU30JI0H B TEUCHHE MOCIEIHUX 6
Mec 10 00cIieIoBaHMs, OHAa 3HAUYNTENIHO OTIIMYaIach
OT BO3pAcCTHBIX HOPMATUBHBIX IMoKa3aTteneii BO3
[11]. OTu naHHBIC HEOMHOKPATHO MOATBEPKIATUCH B
OTEUYECTBEHHOHN W MEXTyHApOMHOH revaru [7, 8, 14,
15]. MBI BBISIBWIIH, 9TO Uepe3 6 Mec Iocie MmpeKpa-

60 80 100 120 140 160 180 200

ﬂJ’IVITeJ'IbHOCTb pemMmuccum nocne 1 peungnua

Puc. 3. AnnTenbHOCTb NocnenyoLein peMMccun y kaxaoro 60/bHOro € yHeToM A03bl Npes.-
Hn3onoHa npu peunagnee MHC (meton KannaHa—Meiepa, p<0,005).

Figure 3. Duration of follow remission in each patient taking into account dosage of predniso-
lone during relapse of INS (Test Kaplan-Mayer, p<0,005).

HICHUS TePalMK IPEIHU30JI0HOM Macca Tejla JeTeH ¢
HC npubnmxanach K HOpMaTUBHBIM MOKa3aTessIM |
3HAUYUTEIILHO OTINYAIach OT MACChl TeJla MalUeHTOB,
MOJTyYaBLIMX MPETHU30I0H. MBI TaKke mpearnosara-
€M, 4TO HanOoJjee 4acThlii ToOOYHBIN A deKT mpe-
HHU30JI0Ha — O)KUPEHUE — 3HAYUTEIBHO YMEHBIIACTCS
y nerei yepe3 6 Mec mocie oTMeHsl npenaparta. [1o
HalIUM JaHHbIM, oxxupenue umenu 40 % nereit, mo-
Jy4aBIIMX NPEIHU30IIOH, U Tonbko 10 % nereit ctpa-
JaJii OKUPEHHEM depe3 6 Mec Mociie OTMEHBI Ipe-
Hu30s10Ha. KoHeuHo, mpu mpueme OOJBIIONW HO3BI
NPEAHN30JI0HA M3-32 OXKUPEHHUS CTpajgaeT KauyecTBO
JKU3HM TIALIMCHTOB U UX POOUTENICH, a TaKKe Hepel-
KO Hapyuiaercs koMmruiacHe [16]. B nameil npakTuke
OBLIH CITy4ad, KOoT/ia OOJIBHBIX IOJPOCTKOB, OCOOCH-
HO JIeBOYCK, Win poauTeneid naunentoB ¢ MHC npu-
XOIWJIOCHh YOeXJaTh B HEOOXOAMMOCTH JJTUTEIbHOM
npeanu3oaoHoTepanuu. OcoOEHHO 3TO TPYAHO Y
CTEpOUA3aBUCUMBIX 00IbHBIX. [l03TOMY MBI permin
JUIl YMEHBLICHHUS! YacTOThl M CTENEHU OXKUPEHUS y
nanueHToB ¢ MHC, koTopbie 0TKa3bIBaNIUCh OT MPU-
ema OOoJNbIION 103bl MPEAHNU30JI0HA, CPABHUTH CPOK
HACTYIJICHUS! PEMUCCHU U €€ MPOAOKUTEIBHOCTD
P yYMEHBIIEHUHM 03Bl MPEAHU30JI0HA. J{aHHBIHA
aHaJIN3 MbI IPOBEJIM PETPOCIEKTUBHO y 12 neTeid, Ko-
TOpPBIE NOTYYaJIH IPEIHU30JIOH B YMEHBILICHHON J103€
(1 mr/xr/cyT BmMecto 60 mMr/m%/cyT uiau 2 MI/Kr/cyT)
i KynupoBanust peruuausa HC B ¢Bs3u ¢ oTKa3oM
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WM Pa3BUTHEM TSDKEJIOTO OKUPEHHUsS MpPU JICUCHUU
ne6rota 3abonesanus. ['pynmna cpaBHenus (36 nerei,
B OCHOBHOM cO cTepouauyBcTBUTENbHBIM HC) mo-
Jy4ajla CTaHJapTHYIO TEPaIuio MPEAHU30JI0HOM BO
BpeMs penuanBa 3aboneBanus. B o6enx rpymnmax pe-
MUCCHS TIOJTy4eHa JIOCTaTOYHO OBICTPO — B CPEAHEM
Ha 8-if AeHp jedeHus. [IpogomKUTENbHOCTh peMUC-
CHUHM y JIeTeH, MOJy4alonuX MEHBUIYIO 103y Tpes-
HU30JI0HA, OblIa Jake JUIMHHEe (JIOCTOBEPHO) IO
CPaBHEHHIO C JCTbMH, MOIyYAIOUTIMH TPEIHU30TI0H
B CTaHAapTHON ao3upoBke. KoHewHo, nanHoe wuc-
CJIeJIOBaHUE MMEET HEeIOCTaTKH, TaK KakK IPOBEICHO
PETPOCHEKTHBHO M OXBATHIBAET HEMHOTO OOJBHHBIX.
Kpome TOro, mpaktuyecku Bce JIETH WMEIH CTepo-
WI9yBCTBUTEIbHBIA HEYACTO PEIUINBUPYIOLINH Ba-
puant HC. Ho oHO moOKa3bIBaeT, 4TO yMEHBIICHHE
JI03BI MPETHU30JI0HA BO3MOXHO B 2 pa3a TpH Jede-
uuu peuuauBos MHC y cTeponadyBCTBUTENBHBIX
OOJIBHBIX U COITIaCyeTCsa C MHEHHEM HEKOTOPBIX 3apy-
0exHbIX aBTopoB [16]. [To qanHbIM Antonio Gardialo
et al. [17], ykopoueHue Tepanuu MPETHU30JIOHOM C
8 10 4 Hem, HO ¢ OAMHAKOBON KYMYJSITUBHOH 10301,
UMeeT OIMHAKOBBIN d(P(EeKT B OTHOIICHUH TPOIOII-
KUTEIFHOCTH Tocienytomeid pemuccun. O ToM xe
CBUJICTEIHCTBYIOT U paHee OIMyOINMKOBaHHBIE TaHHBIE
oTedecTBEHHBIX aBTOpoB [18, 19]. CHmKeHHE MO3BI
MIPETHU30JI0HA MOXKET YMEHBIIIUTh TaKOW MTOOOUHBIN
3 PEKT TIIIOKOKOPTHKOUJIOB, KaK OKUPEHHE, U TeM
CaMbIM YIYYIIUTh Ka4e€CTBO JKM3HU Kak OOJIbHBIX,
Tak ¥ ux pomuteneit. Omuako njst 6oiaee 0OHEKTUB-
HOTO CyXJeHUsi 00 3(p(HEeKTUBHOCTH yMEHBIIECHHOM
JI03BI TIPEIHU30I0HA TIpH JieueHnn peruaunsoB MHC
HEOOXOMMMBI Oosiee MaciTaOHBIE HMCCIICIOBAHUS B
9TOM HaIlpaBJICHUH.

SAKJTIOMEHUE

Taxum 00pa3om, B HaIlIeM UCCIIEI0BAaHUH BhISBIIC-
HBI paznuunst B Macce tena u UMT y aereit ¢ MHC,
MOJIYYaBIIMX U HE MOJIYYABIIUX IPEJHU30JIOH B M0-
cnenaue 6 Mec. Y aeTel, Moay4yaBIIuX MPEeTHU30II0H,
OBUIM 3HAYUTEIHHO MPEBBIIICHBI TOKA3aTeN MacChl
tena u UMT mo cpaBHeHuio co cranaapramu BO3 u
AHAJIOTHYHBIMY OOJLHBIMH, HE MOTYYaBIINMU MPEI-
HU30JI0H IIOCJIeIHUE 6 MeC, YCTaHOBIIEHA JOCTOBEp-
Has cBsa3b Z-kputepus UMT ¢ KymynsITUBHOM 10301
[IpeJHN30/I0Ha B nociennue 6 mec. Ilpu anamuse
3G PEKTUBHOCTH Pa3IUYHBIX J103 MPETHU30JI0OHOTE-
panuu 1 KylIMpOBaHWs PELIUIMBOB y JIETEH CO CTe-
pounuayBcTBUTeNbHBIM MHC momydeno, uro Bpems
HACTYIUIEHUS PEMMCCHUM U €€ IPOAOIKUTEIBbHOCTh
3HAYUMO HE PA3IMYAIUCH [IPU IPUEME CTaHAAPTHBIX
(60 mr/m*cyt unu 2 MI/KT/CyT) U BIBOE MEHBIINX
(1 mr/xr/cyT) 103 npeaHu3010Ha. BepoarHo, 4To npu
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JICYCHUN DPEIHUIUBOB CTEPOUIIYBCTBUTEIHLHOTO HE-
gacTo penuauBupyromero MHC cHmkenne cyTouHoi
JI03bI TPETHU30JI0HA ¢ 2 MI/Kr/cyT a0 1 Mr/kr/cyT
BO3MOJKHO Y TIOAPOCTKOB, KOTOPHIE OOSTCSI CTEPOU/I-
HOTO OXHUPCHMsI, WM y JCTCH, MMEBIINX TSIKEIIbIC
OCJIOXKHCHMUSI.
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PEDEPAT

LIEJIb: n3yunTb nameHeHns NO-onocpegoBaHHOro MexaHnama gunataumm B NasnbHbIX apTepusx roaoBHOro Mo3ra Hedpak-
TOMUPOBaHHbIX Kpblc. MATEPUVAJT U METO/bI: nccnenoBaHve NpoBeaeHo Ha kpblcax nnHumn Wistar—Kyoto (WKY). B 4-mecsau-
HOM BO3pacTe NPOBOAMIM ABYX3TarNHy0 HedpakToMumio. Hepes 3 Mec MeETOAOM NPUXNSHEHHOW MUKPOCKOMNUW UCCneaoBanm
peakLumm apTepuin NManbHoM 060104KM FOSIOBHOMO MO3ra Ha arOHUCTbI M @HTaroHUCThI (M3MePSNV AnamMeTp apTepuii Ha GoHe
[EeNCTBMS aueTUXONnHa, HUTPONpyccuaa HaTpms 1 MeTUIEHOBOrO ronyboro). NMoMmumo aToro, namepsnu nepdysmnio TkaHn
MO3ra C Lefbio NOCNeayloLWmx pacieToB BEIMYMH KOMMOHEHTOB COCYyauUCTOro ToHyca. PE3YJ/IbTAThI: noka3aHo, Y4To anmnim-
Kaums aueTuIXoMHa Ha nNanbHylo 060104Ky NPUBOAMA K UBMEHEHMIO AnameTpa apTepuit. Y HedbpaKTOMUPOBAHHbIX KPbIC
npwn genctenm AX 6b110 3apPErMCTPMPOBAHO 3HAYNTENBHO BOJIbLLEE KOJIMYECTBO apTEPUIA B COCTOSIHUM KOHCTPUKLLMN MO CpaB-
HEHUIO C KOHTPOJIbHOW rpynmnon. JencTBre HATPONPyCcCuaa HaTpus B KOHTPOJIbHOW rpyrnne COnpoBOXAAN0Ch AunaTaumen
100 % nuanbHbIX apTepuii, B rpynne HeppPaKTOMUPOBAHHBIX KPbIC Annatauns 6bina BeisieneHa B 83,2+4,7 % aptepuid. Mpn
NPUMEHEHM METUIEHOBOIO roay6oro B rpynne HepaKTOMUPOBAHHbIX KPbIC Oblf10 BbISIBIEHO MEHbLUEE KONIMYECTBO apTepuii
B COCTOSAHUMN KOHCTPUKLMM MO CPABHEHUIO C KOHTPONbHOM rpynnoi. SAK/TIOYEHUE: y HepaKTOMUPOBAHHbIX KPbIC BbISIBIEHbI
BblpaxeHHble HapyLeHns NO-0nocpefoBaHHOrO MexaH3Ma gunaTtaumm NanbHbIX apTePUn rON0BHOIO MO3ra, NpUBoAsLUme
K NOBbILUEHNIO 3HAOTENMANBHOIO KOMMOHEHTA COCYANCTOro TOHYCa. QHA0TENNI NNaSbHbIX apTEPUN HEDPIKTOMUPOBAHHbBIX
KpbIC NpoayumpyeT MeHbLuee konmyecTBo NO kak CMOHTaHHO, Tak U NPU CTUMYAALUN aueTUNXoNMHOM. Y HedpaKTOMMPOBaH-
HbIX KPbIC BbISIBNEHbI HApyLLeHMs B curHanbHoM kackage NO—sGC—cGMP B T'MK nuanbHbIX apTepuii, 4TO NOATBEPXAAETCH
MX MeHbLLEN CNOCOOHOCTBIO K AnnaTtaumm Ha npuMeHeHne ak3oreHHoro NO.

KnioueBbie cnoeBa: HerpSKTOMI/IH, nuanbHble apTepun, 3HOOTENUI, oKcua a3oTa, pacTBopuMada ryaHmnatumknasa

LB. Sokolova®, G.T. Ivanova, G.I. Lobov

NO-DEPENDENT MECHANISM OF VASODILATION IN PIAL ARTERIES
OF NEFRECTOMIZED RATS

Laboratory of physiology of cardiovascular and lymphatic systems, Institute of physiology I. P. Pavilov of the Russian Academy of Sciences,
Saint-Petersburg, Russia

ABSTRACT

THE AIM: to study changes in the NO-mediated dilatation mechanism in the pial arteries of the brain of nephrectomized rats.
MATERIALS AND METHODS: The study was conducted on Wistar-Kyoto rats. At 4 months of age, a two-stage nephrectomy
was performed. After 3 months, the reaction of the arteries of the pial membrane of the brain to agonists and antagonists was
investigated by in vivo microscopy (the diameter of the arteries was measured against the action of acetylcholine, sodium nitro-
prusside and methylene blue). Besides, the perfusion of the brain tissue was measured for subsequent calculations of the val-
ues of the components of the vascular tone. RESULTS: It was shown that the application of acetylcholine to the pial membrane
led to a change in the diameter of the arteries. In nephrectomized rats under the action of acetylcholine, a significantly larger
number of arteries in the constriction state was registered compared to the control group. The effect of sodium nitroprusside
in the control group was accompanied by a dilatation of 100 % of the pial arteries; in the nephrectomized rat group, dilata-
tion was detected in 83.2 + 4.7 % of the arteries. When methylene blue was used in a group of nephrectomized rats, a smaller
number of arteries in the constriction state was detected as compared to the control group. CONCLUSION: In nephrectomized
rats, pronounced disorders of the NO-mediated mechanism of the pial arteries of the brain were found, leading to an increase
in the endothelial component of the vascular tone. The endothelium of the pial arteries of nephrectomized rats produces less
NO both spontaneously and when stimulated with acetylcholine. In nephrectomized rats, abnormalities in the signal cascade
of NO — sGC — cGMP in the smooth muscle cells of the pial arteries were revealed, which is confirmed by their lesser ability
to dilate to the use of exogenous NO.

Keywords: nephrectomy, pial arteries, endothelium, nitric oxide, soluble guanylate cyclase
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BBEAEHUE

B mocrnennme nmecATHieTHS TIOBCEMECTHO OT-
MeuaeTcs TEHACHIMS K HEYKIIOHHOMY pOCTy 4HCIa
6ompHBIX, cTpamatonux XbII [1, 2]. PazButne XBII
COTIPOBOXK/TACTCSI HAKOTUICHHEM B OpPTaHU3ME OITHIX
OMONOTHYECKH aKTHBHBIX BEMIECTB (K HACTOSIIEMY
BpeMeHH m3BecTHO Oosiee 200) u meuImToM APyTHX.
Jucrponiopinyi ”HTHOUTOPOB U CTUMYJIATOPOB METa-
OOIMYeCKHUX TPOIECCOB M HAKOIJICHHE META00INTOB
MIPUBOJIAT K PETYISATOPHOMY TMCOaTaHCy KaK Ha YPOB-
HE TIETI0OCTHOTO OpraHn3Ma, TaK ¥ Ha MUKPOCTPYKTYP-
HoM ypoBHe. XbII oka3biBaeT BbIpa)KEHHOE HEraTHUB-
HOE BIMSHUE HA CEPIACIHO-COCYAUCTYIO cucTeMy [3],
B HauOONbINEH CTENEeHW MOBPEXKMAIOTCS WHTHUMA WU
Meawa aprepuid [4]. KnmmHMdYeckne maHHBIC MOKA3bI-
BalOT, YTO DHJOTENUANbHAS TUCHYHKIMSI BO3HUKAET
Ha pPaHHUX CTaUsIX TOYEYHOH HETOCTaTOYHOCTH W
MpepacroyiaraeT K yCKOPEHHOMY aTepOCKIepo3y Y
maruedaToB ¢ XbBII [5]. BelpaskeHHBIE CTPYKTYpHBIE
1 (QyHKIMOHAJHHBIE W3MEHEHHUs] OOHAPYKMBAIOTCS B
cocy/lax MHUKPOIHUPKYISITOPHOTO PyCia B Pa3IAYHBIX
opranax [6], B TOM YHCIIe U B TOJIOBHOM Mo3re [7, 8].
V nmauuentoB ¢ XBII 5 craiuu B HECKOIBKO pa3 yale
pa3BHBAIOTCS TeMOpparndeckue, HIeMHIeckue [9],
nmaKyHapHble HHCYNBTHI [10,11] ¥ moBBImIaeTCs pUCK
(hopMHpOBaHWA KOTHUTHBHBIX HApyIICHUH W JIEMEH-
mu [11, 12] mo cpaBHEHHUIO CO 370POBBIM KOHTHHTCH-
TOM TOM k€ BO3paCTHOM KaTeropuHu.

Llens HaCTOSIIETO CCIIEIOBAHMS — H3YYHUTh H3Me-
HeHus NO-01ocpe[0BaHHOTO MeXaHu3Ma AMIaTalun
B MHUAJBHBIX apTepUSX CEHCOMOTOPHON KOPBI KPHIC,
BBI3BaHHBIC HEQPIKTOMHUEH.

MATEPUAJ1 U METOAbI

OKCIIepUMEHTHI TPOBEJCHBl Ha KphICAX-CaMIlax
muanu Bucrap—Kuoro (WKY) B Bo3pacte 4 mec u3
ouoxoeknun O PAH. JKUBOTHBIX copeprand B
CTaH/IAPTHBIX yCIOBHUIX BUBAPHS MPU €CTECTBEHHOM
OCBEIIIEHUN M CBOOOJHOM JOCTyIe K BOJE W THIIE.
Hccnenosanusi npoBoauiIn B cooTBeTCTBUM ¢ «IIpa-
BHJIAMH TIPOBEJIEHUS pPabOT C MCTOIH30BAHUEM IKC-
MepPUMEHTAIBHBIX JKUBOTHBIX», IPUHATHIX EBpomeii-
ckoit kouBeHtuei 19.07.2014 1. MiccnenoBanue 66110
omoOpeHo 3THYeCcKoi Komuccueit MuctuTyTa usno-
norun nM. WL.II. I1aBmoBa PAH.

HedpakTomuto y KpbIC TPOBOIIIIN IO OTIICAHHOU
panee Metomuke [13], KOTHIECTBO TPOOTIEPUPOBAH-
HbIX KUBOTHBIX — 10. [Iprxu3HeHHoe uccienoBaHue
PEaKTUBHOCTHY MUANBHBIX apTepPUi TPOBOIIIIN Yepe3
3 Mec nocite HedpIKTOMUH. {7151 ATOTO KpBIC HApKO-
TH3UPOBAIH 30JICTHIIOM HHTPAIIEPUTOHEATHHO (8 M1/
KT). B TeMeHHO# 001acTH Yepena BEICBEPIUBATIN OT-
Beperre (S=1 cM?), TBEPAYIO0 MO3TOBYIO 0OOIOYKY B

Tpesesiax OTBepCTHs YIAISIN, TEM CaMbIM OTKPBIBas
I10JI€ CEHCOMOTOPHOM KOPBI JUIs1 JaIbHEUILIEro Hecie-
noBaHusA. Ha MpOTSKEHUM BCEro SKCIEpUMEHTa M3-
Mepstu cpenHee AJl B OeipeHHON apTepuu ¢ TIOMO-
IIbIO YCTPOICTBA Il HHBa3UBHOTO M3MepeHust A/l y
Kkpeic. Temneparypy Tena KHBOTHOTO MOAIEPKUBAIN
Ha ypoBHe 37 °C. HaGronenue u ¢pororpadupopanue
MUANBHBIX apTepUil MPOBOIMWIN C TIOMOIIBIO OPUTH-
HaJIbHON YyCTaHOBKHM, BKJIIOUAIOIed B cebs cTepeo-
ckommueckuit Mukpockon MC-2ZOOM («Mwukpo-
Mmen», Poccus), 1BeTHyI0 KaMmepy — BHUACOOKYISP
DCM-510 (Scopetek, Kwurail) u mnepcoHambHBIN
KomIbloTep. Ha cratmuecknx u300pakeHHsX C TI0-
MOIIBI0 KOMIIBIOTEpHON TiporpamMmbl «Photo M» u3-
MEPSUIM JUaMeTpbl apTepuil. Y Ka)J0ro >KMBOTHOTO
n300pakeHue MHaJbHBIX apTepuil MHaIbHOM 000JI0Y-
KM CEHCOMOTOPHOM KOpBI M3MEPSUIM B CTAaHAAPTHBIX
YCIIOBUSIX TIPU HEMPEPHIBHOM OPOIICHUH IOBEpPX-
HOCTH Mo3ra pactBopoM Kpebca c¢ Temmeparypoit
37 °C, a Taxke pacTBOpPaMH TECTOBBIX BEIIIECTB: alle-
tunxonuHa (Acetylcholine chloride, Sigma-Aldrich,
1x1077M), metunernoBoro romyboro (Methylene blue,
Sigma-Aldrich, 1x107° M), HUTponpyccuaa HaTpus
(Sodium nitroprusside, Sigma-Aldrich, 1x10*M).

Tonyc aprepuii B CEHCOMOTOPHOI KOPE r0JI0BHOTO
MO3ra KpbIC U3MEPSUIH C TOMOIIBI0 MHOTO(YHKITHO-
HAJIBHOTO JIa3epHOT0 JTMAarHOCTHYECKOTO KOMILIEKCca
JIAKK-M («JIABMA», Poccust). daruuk mpudopa
pa3MmeIagi HajJ CEHCOMOTOPHOW KOpOil B TOuke ¢
NpUOIM3UTENBHBIME KoopauHaraMu AP = 2—-3 MM oT
opermbr; SD=1,0 MM JarepajibHO OT CarUTTAIHLHOTO
mBa. Peructpaunro JIJI®D-rpaMM npoBoaniu B Teye-
Hue 10 mun. [Ipunaraemoe k xomriekcy JIAKK-M
porpaMMHoOe obecrieueHrne aBTOMaTHIeCKH PacCuu-
THIBAJIO CPEAHIOI0 BEIMYUHY MOKa3aTeNss MUKPOLUP-
Ky (M) U cpenHekBapaTHueckoe OTKIIOHEHHE
M (o). Ilo 3aBepmieHUH SKCIIEPUMEHTA MTPOBOIIIN
BeliBieT-aHAIN3 KojeOaHui mnepdy3un Ha JIAD-
rpamme. Ha ocHOBaHMM JaHHBIX 00 aMIUIUTY/AaX KO-
neGaHuil MUKPOKPOBOTOKA B PAa3IMYHBIX YACTOTHBIX
JarasoHax, ¢ yueroM cpennero AJl, paccautbiBain
BenuuHy HeifporenHoro Tonyca (HT), Muorennoro
(MT) u sngorenuanbaoro (37T) KOMIOHEHTOB TOHYyCa
apTepuii KOpsl TOJIOBHOTO Mo3ra [14].

I'pynmoii cpaBHeHUs! (KOHTPOJBHOM) ISl KCIIe-
PUMEHTAIBHBIX JKUBOTHBIX CIYXXWJIA TpyIIa JOXK-
HOOMNEPHUPOBAHHBIX JKUBOTHBIX (n=8). Maremaruye-
ckasi oOpaboTka maHHBIX HpoBeneHa B Excel. [lan-
HBIE TIPEJCTABIEHBI B BUJE CPEIHUX 3HAYCHUU C MX
cTanaapTHoil ommokoit (M+SE). Jlns ycranoBnenus
JIOCTOBEPHOCTH PAa3JIMUMi UCIIOIb30BAJIN KPUTEPUI
ManHa—VYuTHu. Pa3znuuus cyuTaid CTaTUCTUYECKU
3HaunMbIMu Tipu p<0,05.
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PE3YJIbTATbI

Ha puc. 1 npencraBnensl opuruHanbHbIe H300pa-
KEHUS COCYUCTON CETH MUAIbHONW 000JI0YKH CEHCO-
MOTOPHOM KOpsI rojoBHOro Mo3ra kpsic WKY. Xopo-
IO BHJIHO, YTO y HE(PPIKTOMHUPOBAHHBIX KHBOTHBIX
HaOMI0AAI0TCST BBIPAKCHHBIE M3MEHEHHUSI CTPYKTYPHI
COCYIHMCTOTO pycJia TOJIOBHOTO MO3T'a: IOSBUIIMCH U3-
BHUJINCTOCTh M AHOMAJIbHBIE PACIIUPEHUS MUAIBHBIX
apTepuil.

[Tocne n3mepeHus nuaMeTpa MUAIBHBIX apTepuit
B OIPENEIEHHBIX TOYKaX KOpBI MOBEPXHOCTH MO3ra
OpOIIAIM pacTBOPOM aleTUIXOJIMHA U 4yepe3 3 MUH
IIPOBOJIMIIM TIOBTOPHBIE M3MEPEHHS AHaMeTpa apTe-
puil B 3THX ke Toukax. [IpuMeHeHue aneTuiaxoanHa
MIPUBOAMIIO K PA3HOHANPABICHHBIM PEAKIUAM KakK y
IKCIIEPUMEHTAIIBHBIX KUBOTHBIX, TAK U Y KOHTPOJIb-
HbIX. YacTh apTepuii 0TBEYaIN Ha aNlllJIMKaIUIO alle-
TUIXOJWHA JWJaTalueil, 4acTb — KOHCTPUKLUEH,
HEKOTOpOE KOJIMYECTBO apTepuil He pearnpoBay Ha
AlleTUIIXOJIUH. YCpEIHEHHBbIE JAHHBIE 3TOH Cepun
OMBITOB TpeAcTaBiIeHbl Ha puc. 2,A. [TpuHnunmans-
HBIM OTJIMYMEM B PEAKUHUAX MUAIBHBIX apTepuil He-
(PIKTOMUPOBAHHBIX KPBIC OT KOHTPOJIBHBIX OBLIO
3HAYUTEIBHO MEHBIIEE KOJIMYECTBO COCY/IOB, OTBE-
TUBIIMX HA MPUMEHEHHUE alleTHIXOIMHA AnIaTanneit
u OonbIlee — KOHCTPUKLIUEH.

Y4uuThIBas 3HaUNTENBHOE KOJIMYECTBO AAHHBIX O
pasButum y nanueHtoB ¢ XbII sngorennansHON quc-
(YHKIMH M CHW)KEHUH TMPOAYKIHMK dHaoTenneM NO,
B CIENYyIOIIEeH CEepHUHM 3KCIEPUMEHTOB OLEHUBAIN
peakuuu MUaJbHBIX apTepuil Ha JeiicTBHE HUTPO-
npyccuaa Hatpus. B rpynmne HepIKTOMUPOBaHHBIX
KUBOTHBIX 83,2+4,7 % aprepuii 0TBeHaIn Ha aNIliu-
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Puc. 1. ®oTorpadpum
CEeTU NuasbHbIX COCYAOB
CEeHCOMOTOPHOW KOpbl
roN0BHOIO MO3ra KpbiC.
a — KOHTPOJIbHbIE XWN-
BOTHble; 6, B — HedpaK-
TOMUPOBAHHbLIE KPbICHI.
CTtpenkamun — aHOMab-
Hble pacLUMpeHnst Nnanb-
HbIX apTepuii. YB. 160.
Figure 1. Photos of the
network of PIAL ves-
sels of the sensorimotor
cerebral cortex of rats:
a - control animals; b,
b —nephrectomized rats (x
160). The arrows indicate
abnormal dilations of the
PIAL arteries.

KallMI0 HUTPONpPYCCHIA HATpus AujaTanuel, nua-
METp OCTAJIbHBIX apTepUil WINM HE U3MEHSUICA, WJIH
HECKOJIBKO yMEHbIIANCs (Ha TpaHULe OCTOBEPHO-
ctu). B xonTponsHoil rpynne 100 % nabnromaembix
MUAJbHBIX apTepuid MpU ACUCTBUM HUTPOIpyccUaa
HaTpus ObUIN INIaTUPOBAHBI.

OnenuBast dPPEKTHBHOCTh (PYHKITMOHUPOBAHUS
BHYTPHKJICTOUHBIX CUTHAJIBHBIX ITyTEH, aKTHBHpPYe-
MbIX NO, MBI TIPOBEJIM CEPHIO OIBITOB C MHTHOH-
POBaHMEM OCHOBHOTO BHYTPHKIIETOYHOIO CEHCOpa
NO - pactBopuMOi TryaHWIATIUKIA3bl. Jramerp
MUAJBHBIX apTepUil U3MepsIH nocie 15-MuHyTHOrO

120 A

-

o

o
1

©
o
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i

KoHTponb H/I3

N
o
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KonuuyecTtso aptepui
(% ot obuiero uncna)
(]

o
1

N
o
1

KoHTponb H/I3

O Aunatauna W KoHctpukums 1 OTcyTcTBUE peakumm

Puc. 2. UameHeHns guameTpa nuasbHbIX apTepuin rosoBHOIO
MO3ra KOHTPOJIbHbIX M HE(DPIKTOMUPOBAHHbIX KPbIC MPU AENCTBU:
A — aueTunxonuHa, b - meTuneHosoro ronyboro. JaHHble npes-
cTaBneHbl B % OT 06Lero Ymncna n3yyeHHblx aptepuin. H/3 — He-
PPIKTOMUPOBAHHBIE KPbIChI.

Figure 2. Changes in the diameter of the PIAL arteries of the
brain control and nephrectomized rats under the action of: A —
acetylcholine, B — methylene blue. The data are presented in % of
the total number of arteries studied. N/a — nephrectomized rats.
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Puc. 3. BenuuunHbl HeliporeHHoro (HT), muoreHHoro (MT) n aH-
notennanbHoro (3T) KOMMNOHEHTOB TOHYCa COCYAOB MUasibHOWN
060J104KM FOJIOBHOIO MO3ra KOHTPOJIbHbIX U HEDPIKTOMUPOBAH-
HbIX KpbIC.

Figure 3. Values of neurogenic (NT), myogenic (M) and endothelial
(ET) components of vascular tone of the PIAL membrane of the
brain of control and nephrectomized rats.

OpOIIIEHUS] TOBEPXHOCTH MO3Ta PacTBOPOM C METH-
JICHOBBIM TONYOBIM. Y HE(pPIKTOMHPOBAHHBIX KPBIC
31,542,4 % mnunaidpHBIX apTepuil OTBETWIM Ha TpPH-
MEHEHHE METHJICHOBOTO TOyOOro KOHCTPHKIHEH,
B KOHTPOJIFHOW TPyTIe KOHCTPUKIMS Oblia 3aperu-
ctpupoBana B 63,1+4,5 % aprepwuii (cm. puc. 2,b).

B 3akmrounTensHOW CepuH 3KCIIEPHUMEHTOB MBI
MIPOBEITN U3MEpeHUs nepdy3un TKaHW MO3ra ¢ TIOMO-
meio JIAKK-M n Ha OCHOBaHHMH TOJTYYEHHBIX NaH-
HBIX CII€JaJi PacdeThl COCTABISIONINX COCYAMCTOTO
TOHYCa apTepHil MHATHLHOU 000I0OUKH KPBIC. AHAIH3
MoKa3all, 9To0 y He(ppIKTOMHUPOBAHHBIX KPBIC JOCTO-
BEPHO TMOBBIIICHHI JIBE COCTABIIAIONINE COCYANCTOTO
TOHyCa — MaKCHMallbHble W3MEHEHHs BBHISBICHBI B
9HIOTENNI3aBUCUMOM KOMITOHEHTE TOHyca M He-
CKOJIBKO MEHBIIIHE, HO JIOCTOBEPHBIE, B HEHPOTEHHOM
ToHyce (puc. 3).

OBCY>XAEHUE

B nurteparype mpencTaBieHO 3HAYUTENBHOE KO-
JIMYECTBO JIaHHBIX C OMHCAaHWEM MOP(OIOTHIECKHIX
n3MeHeHU creHku aprepuil npu XBII, npuBoasmux
K MTOBBILICHHIO €€ )KECTKOCTH M CHUKEHUIO PACTSKH-
mocTH [15,16]. Iloka3aHo Takxke, 9TO ypemMHUuecKas
MHTOKCUKalLUs, xapakrepHas g XBII, npuBogur k
BBIpQKEHHOUM TUC(YHKIIUU SHAOTEIHS U CHUKCHHIO
rxonuectBa mpomyrupyemoro uM NO. Ilomo6nbIe
WICCIIEZIOBAHUS MIPOBEICHBI Ha apTepUsAX PazTUIHBIX
COCYIHUCTBIX PErrmoHOB (aopTe, OpbIKEEUHBIX apTe-
pusix, muokapae) [17-19]. UmeroTcst Takke TaHHBIC
O HETaTHMBHOM BIUSHUHHM YPEMHUYECKHX TOKCHHOB
Ha COCYABl TOJIOBHOTO MO3ra, YTO COMPOBOXKIACT-
¢ aucperymsinuel cocymucroro Tonyca [20], u B
WTOTE, MPUBOAUT K KOTHUTUBHBIM HapyIICHHUSM, a B

TSOKEIBIX caydasx — K aeMmeHuuu [21]. B cuny psina
MPUYUH TIOOOHBIX HCCIIEOBAHUN OTHOCHUTEIHHO
HEMHOT'O TI0 CPaBHEHMIO C KOJMYECTBOM PadoOT, BBI-
MIOJTHEHHBIX Ha COCylax JApPYrux pernoHos [22]. B
3aJauy HaIlero UCCe0BaHMs BXOIUIIO N3yUYEeHUE U3-
MeHeHni B NO-0TOCpeIOBaHHON Py TOHYCa
MUABHBIX apTepuil y HePIKTOMUPOBAHHBIX KPBIC.
Krnaccuueckum npuemMom, MpUMEHsEMBIM IIPU UCCITe-
JIOBAaHUM SHJIOTEIUN3aBUCUMON TUIaTallud apTEepU,
SBIeTCST Tpoda ¢ aneTmixomuaoM (AX). Anetw-
XOJIMH, B3aWMOJAEUCTBYsI ¢ M-XoauHopeuentopamu
SHAOTEINOLUTOB, CTUMYIHPYET BbIpaboTKy NO, uTo
B UTOTe MPUBOIUT K pacciabieruio ' MK u Bazoau-
natanuu [23]. Panee ObLIO TTOKa3aHO, YTO amILIMKa-
st ACh Ha TTOBEpPXHOCTh MO3Ta KPbIC BBI3bIBACT HE
TOJIBKO JMJIATAIMIO MHAJBHBIX COCY/IOB, HO M KOH-
CTPUKIIMIO YacTHU M3 HUX, TPU 3TOM HEKOTOpPOE KO-
JUYCCTBO apTEpUidl HE U3MEHSIIOT CBOM quameTp [24].
B nannom wmccnenoBaHuu OBUIO yCTAHOBIEHO, YTO
npuMmenenne ACh B KOHTPOJBHON TpyIIe MPUBO-
muno K aunaranuu 53,6+4,1 % muanpHBIX apTepui,
K KOHCTpuKIuu — 27,2424 % aprepuit, a 19,6+2,1 %
aprepuii He pearupoBaiu Ha AX. B rpynne Hedpak-
TOMHPOBAaHHBIX KPBIC paclpesiesieHue peakuuii mu-
aNbHBIX aprepuil Ha AX OBUIO MHBIM: KOJNYECTBO
JUIIaTUPOBAHHBIX apTepuil cocraBuio 30,5+2.4 %,
KOJIMYECTBO apTepHii, MpopearnpopaBmux Ha AX
KOHCTpUKIMeH — 46,7+3,3%, u 22,842,0% apre-
puil He U3MEHWIM auaMmerp. ITpUuMHBI KOHCTPHUK-
MM MO3TOBBIX apTepUil 3M0POBBIX >KUBOTHBIX ITOJ
BO3/ICHCTBUEM alleTUIXOJIMHA IO KOHIIA HE BBISICHE-
HBI, XOTSl €CTh OCHOBaHHUS TIOJNararb, 4TO B OCHOBE
TaKMX Pa3HOHANPABICHHBIX PEAKIMA MOTYT JieXkKaTh
MEeXaHU3MBbl ayTOPETYIAINHA MO3TOBOTO KpPOBOTOKA,
cTabmIm3npyomme 00beM KpOBH, MPOTEKAIOMIEH 110
cocynuctoit cucremMe mosra [25]. ComocraBieHHe
JTAHHBIX, MOJyYEHHBIX IPU HCCIIEAOBAaHUH COCYI0B
SKCIIEPUMEHTAJIbHOM M KOHTPOJIBHOW IpyII KpbIC,
MIPOIEMOHCTPUPOBAIIO CYIIECTBEHHOE YBEIMUYEHHE B
rpyrie HepIKTOMHUPOBAHHBIX KPBIC UUCIIA apTepuid,
mpopearupoBaBmuX Ha AX KOHCTPHUKITUEH U YMEHbB-
LIEHWE — MpOpearupoBaBIIMX Awiaranuei. Takum
00pa3oM, U3 MPEACTABICHHBIX JAaHHBIX MOXKHO CHE-
Jath 3akiarodeHue, yto B MK nmaneHbeIX aprepuit
HE(PIKTOMUPOBAHHBIX KPBIC COOTHOIICHHUE MEXIY
JIUIIaTaTOPHBIMU M KOHCTPUKTOPHBIMA MeXaHU3Ma-
MU, HaxOIAIIMMHCA B (PU3HOIIOTUYECKUX YCIOBHIX
B COCTOSHUW TWHAMUYECKOoro OanaHca [26], m3me-
HUJIOCH B TIOJIb3Y KOHCTPUKTOPHBIX MeXaHU3MoB. C
y4eTOM MHO)KECTBA TAHHBIX O TOM, YTO alleTHIIXOJIUH
CIOCOOCTBYET Ba3OAMJIATAIIMN TIOCPEICTBOM CTUMY-
JTUpOBaHUS TpoAyKiuu sHaorenneM NO, ciemyer
1oJiarathb, 4TO B MHAJBHBIX apTepUsX He(PIKTOMU-
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POBAHHBIX KPBIC HAPYIIEH MEXaHU3M CTUMYJIUPOBaH-
Hoit mpoaykuuu NO.

Hcxons u3 3Toro, B clenyromeld cCepun OIbITOB
MBI TIPOBOJMIIN alTUIMKALMI0 HAa TTOBEPXHOCTH MO3-
ra pacTBOpa HUTPOIPYCCUAA HATPHUs, SBISAIOMIETOCS
kinaccuueckuMm noHopoM NO [27]. Takum obpazom
MBI OICHUBAIN A(P(PEKTUBHOCTh (YHKIMOHHPOBA-
Huss  NO-0mocpeoBaHHOTO — HHIOTEIHITHE3aBUCH-
MOTO MEXaHW3Ma Ba3oMIaTalluid B MHAJIBHBIX apTe-
pUsIX KpbIc. Y HE(PPIKTOMHUPOBAHHBIX KPBIC B OTBET
Ha MPUMEHEHNE HUTPONpPYCCHUIA HATPHUS TUIATHPO-
Bamuch 82,4+5,3 % wuCClIeOBAaHHBIX MUATBHBIX ap-
Tepuil (B KOHTPOJIBHOW TpyIIe AUaTanus BBISBIS-
nack B 100 % cocynoB). [lonyueHHble TaHHBIC Nalu
OCHOBAHHSI IOJIarath, YTo y HE(PPIKTOMHUPOBAHHBIX
KpbIC HapyIIeHO HE TOJBKO MPOU3BOJICTBO SHAOTE-
muem NO, HO u cHmxkeHbl peakin [ MK nmuanbHbIx
aprepuii Ha 3k30reHHbI NO, TI0-BHINMOMY, 32 CUET
MTOBPEXACHUS BHYTPUKIETOUHBIX CUTHAJIBHBIX MeXa-
HU3MOB.

ITockonbky NO mpUBOIUT K Ba30AMIIATAIIUU TIPE-
MMYIIECTBEHHO TOCPEICTBOM AaKTHBAIIMHM CHUTHAJb-
Horo mytu: NO — pacTBOpUMasi TyaHWJIATLIHKIIa3a
B muroruiazmMe ' MK (sGC) — numkinmgeckuii ryaHo-
suaMoHodocdar (cGMP) — nporennkunasza G, ak-
THBHpYIOIIass oOparHbiii 3axBar Ca®’ u rumepmnoss-
pusyromias memopany 'MK 3a cuet otkpbiTus Ca*'-
akTuBupyeMbix U ATP-uyBcTBUTENBHBIX K -KaHaI0B
[28], Ha ciemyrolieM JTare HAIIeTO HCCICTOBAHUS
Mbl oueHnn peakuun I'MK aprepuii Ha npuMeHe-
Hue Onmokaropa sGC — MeTuiIeHOBOTO Toy6oro [29].
B ¢wusnonornyeckuii pactBOp, OMBIBAIONIMK TIO-
BEPXHOCTh MO3Ta, BBOJAWJIN METHJIEHOBBIN roiy0oit
u gepe3 20 MUH OLIGHUBAIU THUAMETP apTepuil (CM.
puc. 2,b). Y He(pIKTOMHPOBAHHBIX KPHIC METHUIICHO-
BBII rory00# MpUBOIWI K KOHCTPUKIUIO MEHBIIETO
KOJTMYECTBAa apTepHil MO CPaBHEHHIO C KOHTPOJIb-
HBIMH JKUBOTHBIMH. MBI TONaraeM, 4To MPHYUHOU
MOJIO0OHOTO PaA3NINYMs B PEaKIUAX SIBIAECTCA YMEHb-
LIeHUEe CIIOHTAaHHOU TpoxyKIuu NO 3HI0TETHEM CO-
CYZIOB 3THX KHBOTHBIX. MI3BeCcTHO, UTO B (pusmonoru-
YECKUX YCIOBUAX CIIOHTAHHO BhIAenseMblii NO moa-
JIEP)KUBAET COCY/Ibl B COCTOSHUM JWUJIaTallui, YBEJH-
YuBas TEM CaMbIM MO3T0BOU KpoBoToK [30]. Bropoit
MPUYHHON BBISIBICHHOTO 3(dexra MOKeET ObITh CHU-
xenue 3ddexkruHoct B MK HedpIkromupoBaH-
HBIX KpbIC curHasibHOTO Kackaga: sGC — ¢cGMP —
nporenHknHaza G.

SAKJTIOMEHUE

Takum 00pazoM, y HEPPIKTOMHPOBAHHBIX KpBIC
BBISIBJICHBI BBIPQKCHHBIC HApPYIICHUS MEXaHU3MOB
JAJIaTalK TTHAJTBHBIX apTepuil. Y 3TUX >KHBOTHBIX
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CYIIECTBCHHO TMOBBIIMICH JSHIAOTEIHAIBHBINA KOMIIO-
HEHT COCYIHCTOTO TOHYCa, O YeM CBUACTCIbCTBYIOT
JlaHHbIe, TodydeHHble ¢ momombio JIAKK-M. DH-
JIOTENTUH MHATBHBIX COCYIOB HE(DPIKTOMHPOBAHHBIX
KPBIC CIOHTAHHO MTPOAYIUPYET MEHBIIIEE KOTUIECTBO
NO 1o cpaBHEHHIO C KOHTPOJIIbHBIMU JKUBOTHBIMH, 00
9TOM yOCAUTENHFHO CBHIIETEILCTBYIOT JaHHBIC, 3ape-
TUCTPUPOBAHHBIC TIPU UHTHOUPOBAHUH PACTBOPUMOI
sGC, sBmstorieiics ocHOBHBIM cencopom NO B MK
cocynoB. [lomumo 3TOoro, cocyabl HEPPIKTOMHPO-
BaHHBIX KpBIC cj1a0ee pearupyroT Ha CTUMYJINPYEMOe
BBICBOOOKIeHNE dHI0TeHHOTO NO, 3TO MOATBEPXK-
JAeTCsl JAHHBIMH, MOJYICHHBIMUA B OMBITAX C TIPHU-
MEHCHHEM alleTUIXOJIMHA. Y He(PIKTOMHPOBAHHBIX
KPBbIM, TTIOMUMO HapyIICHUS MPOIYKITUU SHIOTEITHEM
NO, BBISBICHBI HApyIICHUS B CHUTHAJHLHOM KacKaje
NO—-sGC—cGMP B I'MK, uto moarBepkmaeTcs
MEHBIIEH CIIOCOOHOCTBI0 K JWIATAllMd IHAILHBIX
aprepuii HePIKTOMUPOBAHHBIX KPbIC (110 CpaBHE-
HUIO ¢ KOHTPOJBHBIMU) Ha OJMHAKOBHIC KOHIICHTpA-
1uH 3k30reHHoro NO (pe3yabTaThl OIBITOB C HUTPO-
MIPYCCHUJIOM HATPHS).

Pa60Ta BblMOJIHEHA C MUCMNOJIb30OBAHNEM XMNBOTHbLIX N3
6uokonnekuumn Nd PAH.
PaboTa nogaepxaHa rpaHtom PODU (Ne 19-015-00047).
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TPOMBOTUYECKAA MUKPOAHTVIOMATUA 1 OCTPbIN
TMM®OBNACTHbBIV NNEMKO3: PEOKOE COYETAHUE
NI TTATOTEHETUHECKW CBA3AHHbBIE COCTOAHWA?

'OTHen HacneaCcTBEHHbIX U NPMOBPETEHHbIX BonesHen noyek Hay4yHo-nccnenoBaTenbckoro KIAMHUYECKOro MHCTUTYTa NeanaTpum M. akag,
10.E. BenbTuuwesa, Mocksa, Poccust; 2koHCyibTaTUBHOE OoTAeneHe HaumoHanbHOro MeamumHCKoro NccneaoBaTesbCkoro LeHTpa OeTCKown
remMaTtosiormm, OHKOIOrMn N MMMyHonorum um. Imutpus Poradesa, Mocksa, Poccus; 2LIeHTp rpaButaumoHHON XMpyprim KpoBu 1 remoauva-
13a AeTCKOoM ropOACKON KnMHMYeckon 6onbHULLI CB. Bnagumupa, Mocksa, Poccus; “BokcnpoBaHHoe oTaesieHe reMaTosiormn/oHKOIornm
HaunoHanbHOro MeguuUMHCKOro NccneaoBaTenbCkoro LLeHTpa AeTCKOW remMaTtonormm, OHKOIOrMmn 1 MMMyHoorm nm. Imutpus Poradesa,
Mocksa, Poccus

PEDEPAT

LIEJIb: noka3aTb peKoe co4eTaHne 1 BO3MOXHYIO NaTOreHeTUYECKYIO CBA3b TPOMOOTMHYECKON MUKPOAHIMONaT N OCTPOro
numbobnacTHoro nekosay pebexka. MALUVEHTbLI K METO/AbI. MpoBeneH aHann3 aHaMHe3a v KIMHUKO-1abopaTopHbIX AaH-
HbIX NauneHTa. PE3Y/IBTATbI. Yepes 9 mec nocne aebtota TPOMOOTMHECKOM MUKPOAHIMONaTUM C NOPaXeHNeM LLeHTPaNbHOM
HEPBHOW CUCTEMbI B BUAE TPAH3UTOPHbIX aTak HapyLLEHs MO3rOBOro KPOBOOOPALLEHMS 1 NMOYeK C pa3BUTUEM HedpOTUYE-
CKOro cvHapoma y pebeHka Obll AMarHoCTMPOBaH OCTPbI NMMM@OBIACTHBIN Neiko3. JaHHble nMTepaTypbl NOKasbiBatoT, HTO
B PeOKMX Clydasix BTOPUYHas TPOMBOTUYECKAs MMKPOAHTMONaTus NpealwecTByeT pa3BepHyTOM KapTUHE OHKOremMaTonorm-
yeckoro 3abosieBaHus, NaToreHeTnYeckas Tepanus einkosa NnpMBoanT K PEMUCCUN TPOMBOTMYECKON MUKpoaHrnonaTun. B
cTaTbe 006CyXaaeTcsi BO3MOXHAs CBS3b ABYX COCTOsHUI y pebenka. SBAK/TIOYEHUE. XoTa cBa3b TPOMOOTUYECKON MUKPO-
aHr1onaTum 1 OCTPOro Jieliko3a B NPeACTaBIEHHOM Clly4ae HEOYEeBMAHA, aBTOPbI CYUTAIOT, HTO HEOOXOAMMO NMOMHUTL O BO3-
MOXHOCTU Pa3BUTMS BTOPUHHON MUKPOAHrMonaTnm Ha GoHe OHKOremMaTonormyecknx 60ne3Hem u B COMHUTENbHbIX CIy4asx
NPOBOAMUTb UCCNEeAOBAaHNE KOCTHOMO MO3ra 'y nauneHToB.
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ABSTRACT

THE AIM: to show a rare combination and possible pathogenetic relationship of thrombotic microangiopathy and acute lym-
phoblastic leukemia in a child. PATIENTS AND METHODS. The analysis of the history and clinical laboratory data of the patient.
RESULTS. 9 months after the debut of thrombotic microangiopathy with damage to the central nervous system, acute lym-
phoblastic leukemia was diagnosed in the form of transient attacks of cerebral circulation and kidneys with the development
of the nephrotic syndrome. The literature data show that in rare cases secondary thrombotic microangiopathy precedes the
unfolded picture of hematologic disease, pathogenetic therapy of leukemia leads to remission of thrombotic microangiopathy.
The article discusses the possible relationship between the two states in a child. CONCLUSION. Although the relationship of
thrombotic microangiopathy and acute leukemia in the present case is not obvious, the authors believe that it is necessary to
remember about the possibility of developing secondary microangiopathy on the background of oncohematological diseases,
and in doubtful cases to conduct a study of the bone marrow in patients.
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BBEAEHUE

TpomboTuueckass Mukpoanrwomnatus (TMA) —
CUMIITOMOKOMIUIEKC, BKJITFOYAIOMINNA MHUKPOAHTHOTIA-
THYECKYI0 TEMOIUTHYECKYI0O aHEMUIO, TPOMOOIIUTO-
MIEHUIO TTOTPEOICHHS U NIIEMUYECKOe TIOBPEKICHIE
BHYTpPEHHUX opraHoB [1]. B knmuHu4Yeckoi mpakTHKe
pa3AesoT MePBUYHYIO U BTOpuYHYt0 TMA, 4To He-
00X0AMMO TSI Ha3HAYCHHS MTaTOTeHETUYECKON Tepa-
MU ¥ OTIpeNeeHns MPOrHo3a manueHToB. K mep-
BuuHONT TMA OTHOCATCS TpoMOOTHYECKass TPOMOO-
uutonenndeckas myprmypa (TTII), Shiga-toxin ormo-
CpPEJOBaHHBINM TE€MOJUTUKO-YPEMUUYECKUI CHHIIPOM
(STEC+I'YC), renernueckue GopMbI, 00yCIOBICH-
HbIE MyTalleld TeHOB, PEryIUpYIONINX aKTHBHOCTbH
KOMIUIEMEHTa W T€HOB (paKTOpOB Koaryismwd [ 1, 2].
Bropuunast TMA MOXeT OCJIOKHSATD JIEKAPCTBEHHYIO
Tepanuio, NH(EKINH, Te9eHHe ayTOMMMYHHBIX, OH-
KOJIOTHYECKNX M OHKOT€MaTOJIOTHYECKUX 3a0oJeBa-
HUM, a TaK)Ke acCOLMUPOBATHCS C TPaHCIIAHTAIIUEH
COJTMTHBIX OPTaHOB M KOCTHOTO Mo3ra [1, 2].

Msbl mpUBOIMM KJIMHUYECKOE HAOIOJCHUE TIa-
IIHEHTKH C OCTPBIM JTUMGOOTACTHBIM JICHKO30M, 3a
9 Mec mo mebroTa KOTOporo y peOeHKa pa3BHIIACH
kimHuka TMA.

KIIMHNYECKOE HABJIFOAEHUE

JleBoUKa poaniach OT 3MOPOBBIX MOJIOJBIX POMIH-
teneit Ha 40-i Hexeme OEPEeMEHHOCTH ¢ MacCcoi Teja
2960 1, ¢ gmuaOoM 50 cMm. B 3 mMec ku3HHM Mmocie Bak-
OMHAINK Y peOeHka OTMeJanach TPaH3UTOpHAs Hei-
tporrermst (800—900/mki). B 1 rog 10 mec Ha done
7-mTHEBHOHW ITMXOpanku 0e3 YTOYHEHHOTO oJara WH-
(hekIu BBIABISIINCEH aHeMusl (TemorsioouH 102 1/i),
CHIDKCHHE YPOBHS TPOMOOIHTOB (126 THIC/MKI)
neikonuToB KpoBH (1,8 THIC/MKIT, aDCOMIOTHOE KOJIH-
gecTBO HeHTpodmitoB 414/mxi), mporennypwst (0,171
r/1); peOEeHOK MOody4Yan aHTHOAKTEPHAIbHYIO Tepa-
mmro. B 2 roma 5 Mec poguTenn oOpaTHii BHUMaHUE
Ha TIpUBEJICHIE ¥ TATOJOTHYECKOoe CTHOAHWE JeBON
PYKH, C TIOCIEeTYIOINM Pa3BUTHEM BRIPaKEHHOH cra-
0OCTH, COHIIMBOCTH, HEYCTONIMBOW ITOXOIKH, ITOBO-
pOTa TOIOBHI BIIEBO, OITYIIEHUS MIPABOTO YIOJIKa pPTa,
acdazuu. Pe3ynmpTaThl CTallMOHAPHOTO OOCIICIOBAHMS
MTOKa3aJId: B KPOBH — JICHKOITUTHI 3,5 TBIC./MKII, Te-
morno6uH 102 1/11, TpoMOoruTEI 124 ThIC./MKII, Kpea-
TUHUH 32 MKMOIIB/J, aKTHBHOCTH JaKTaTAETHUAPO-
rerassl (JIJII') 463 ME/n, xoarymorpamma 6e3 0co-
OcHHOCTEH, psiMas Tipoba KymOca oTpumarensHasi,
ADAMTSI13 42 %; o nanabiM MPT romoBHOT0 M03-
ra ObUTH BBISIBIICHBI CTPYKTYPHBIE H3MEHEHUS 0a3aiib-
HBIX TaHIIIAEB (METa0OIMYeCKOTO, MUPKYIATOPHOTO
xapaktepa?). Ha OCHOBe KIMHHKO-JIA00paTOPHBIX
JMaHHBIX OBUT TIOCcTaBleH auarHo3 «TpaH3uTopHas

UITIEMUYECKas aTaka B OacceifHe JeBoi cpennei Mo3-
ropoii aprepun. HacnenctBennas Gone3np oOMeHa:
[JIMKOT€HO3, JIN30COMHBIC O0IC3HH?Y.

B nunamuke y peGeHKa OTMEUalIHCh MOBTOPHBIE
aTaKy HapylIeHUS MO3TOBOTO KPOBOOOpAIIEHHs, CO-
XpaHsJINCh aHeMHsI, TPOMOOIIMTOIIEHUS, HEHTpOIe-
HUsl, noBbllieHre akTuBHOCTH JIJII' KpoBH, BBISBIIE-
HO CHIDKEHHE YPOBHS TaNTOIIOOMHA MPU HOpPMallb-
HoM ypoBHe C3, C4 ¢pakiuil KOMIUIEMEHTa KPOBH,
OTpHILIATEIBHBIX aHAIN3aX Ha aHTHU(POCHOMUIUIHEIC
aHTHUTENa B KPOBU (K BOTYAHOYHOMY aHTHUKOATYIISH-
Ty, Gochonunuaam, KapAHOIUIINHY, OeTa-2 TJIHMKO-
nporenny). B 2 roma 8 Mec y neBOYKH OBLIN BBISIB-
JICHBI apTepuajbHasi TUMIEPTEH3Us, IPOTEUHYpHUs 10
3,75 r/1, yBeIUYEHUE Pa3MEpOB MOYCK C OOCTHCHH-
€M U MO3aWYHOCTHIO KOPTHUKAJHHOTO KPOBOTOKA IO
naHaeiM Y3U. YuuThiBas MOJMOPTAaHHBIN XapakTep
3a0oseBaHus, ObUT TIPOBEIEH aHAJIN3 HA YacThle My-
tanuu MutoxoHapuansHoi JJHK: A3243G (cunapom
MELAS), A8344G (cunapom MERRF), T89993C/G
(cuampom NARP), T13094, G13513A, G14459A,
G3460A, G11778A, T14484C, G8363A, G3697A,
G10197A, He BBIABUBIIMN NAaTOJOTHYECKHX BapH-
aHTOB HCCJIelyeMbIX TeHOB. B cBS3M ¢ mono3penueM
Ha T€UCHHE aTUITUYHOTO T'€MOJIMTHKO-YPEMHUYECKOTO
cunapoma (al'YC) nmanuenTke ObIJI0 pEKOMEHI0BaHO
CTaIllOHapHOE 00CIJIeZIOBaHUE, OT KOTOPOTO POJHUTE-
JIM OTKa3aJIHCh.

B Bo3pacre 3 neT 2 mec AeBoUKa OblIa roCHTA-
musupoBana B OHKIL AI'OU wum. Hmutpus Pora-
YyeBa JIsl YTOYHEHHs TUArHo3a M TaKTHUKU BEICHUS.
[To maHHBIM OOBEKTHBHOTO OCMOTpa NanueHTa: Qu-
3UYECKOE pa3BUTHE CpeJHee TapMOHWYHOE (POCT
94 cm, 50 %o, macca 13,5 k1, 50 %o), Koxka OaemaHas C
JKENTYIIHBIM OTTEHKOM, €AMHUYHBIC METEXHUH, ITEPHU-
(depuyecknx oTeKoB M mepudepuueckoit mumboae-
HOTIAaTHH HE OTMEYaJIOCh, BBISBISIUCH aCUMMETPUS
MBIIIIEYHOTO TOHYCa BEPXHUX KOHEYHOocTel (S>D),
aprepuanpsHast runeprensus (Al 125/80 mwm pt. ct.,
>99 %o), CEpIETHO-JICTOTHAS IEATCTLHOCTD YIOBJICT-
BOpUTENbHAs, TeYeHb +1 cM, cele3eHKa He MajbIIn-
pyetcsi, GU3UOIOTHICCKUE OTIIPaBIICHUS 03 0COOCH-
HOCTEM.

[Ipu naGopatopHoM o6cienoBaHMK OBUTH BBISB-
nensl: KymOc-HeraTuBHasi reMONUTHYECKass aHeMUs
(3putporutsl 3,2 MitH/MKJI, TeMorioous 70 r/in, MCV
78,9 dn, perukyaouutsl 7,29 %, mmzorute 4 %o, rar-
toriobun 0,03 1/11), TpoMOoITOTIeH!s (84—54 THIC./
MKJT), HSHTPOTICHUSI C HAJIMYMEM FOHBIX (OpM JIeHKo-
uToB (JedkonuThl 3,1 ThIC./MKJ, MueIOIUTH 4 %,
MeTamuenouutsl 4 %, /s 3 %, c/s 35 %, numdonu-
THI 48 %, MOHOUIUTHI 6 %), TTOBBIIIICHUE AaKTUBHOCTHU
JIAC (1165 EO/n) n ypoBust D-mumepa (3547 ur/
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MJI) KpOBH, IpPH3HAKA HEPPOTHUECKOTO CHHJPO-
Ma (anpOymuH KpoBHu 19 1/11, mporenHypus 3 1/CyT)
C CcoxpaHHOW (UIBTPALIMOHHON (YHKIMEH MOYeK
(xpearnnun kposu 31,1 Mkmons/i1, pCK® mo [1IBap-
my 123 m/mun/1,73 m2). Yposens C3 (1,11 r/m), C4
(0,268 1/nn) ppakuuii komruiemeHTa, ¢posaros (9,5 Hr/
wi), Burtamuba B, (122,7 nr/mi), romonucrenna
(4,6 MKMOJIB/JT) KpOBH OBUIM B HOPME; CKPHUHHHT
Ha ayToaHTHTena — oTpuuarensHsiii; ADAMTSI3
43%, axtuBHOCTh (pakropa Bummbpanma:Rco
282,9 %; mpu mpoBeJeHUM HUMMYHO(EHOTUITHPOBA-
nus [THI-xmon we ompenensics. [lo manneim Y3U
OpraHoB OpIOIIHOM MOJIOCTH M TMOYEeK OTMEYaIOCh
HE3HAYNUTEIbHOE YBEIMYEHHE Pa3MepOB CEJe3eHKU
(83x33 mm), Hapyuienue auddepeHpoBKH U T0-
BBIIIIEHHE SXOT€HHOCTH MMapeHXUMBI TToYeK 0e3 n3Me-
HEHUsS pa3MepoB (mpaBas mouka 74x42 mwm, neBas —
71x40 MM) W HapymeHHS KPOBOTOKa MO JaHHBIM
LIBETOBOT'O JIOMIUIEPOBCKOro kapruposanus. MPT ro-
JIOBHOTO MO3Ta MOKa3aJI0 HAJMY1e MHOTOUHCICHHBIX
TUIEPICHCUBHBIX BKIIIOYEHUH B 00JIaCTH 0a3aJIbHBIX
snep ¢ 00enx CTOpoH (IO XOMy COCYIOB) pa3zMepamMu
JI0 2 MM U B CTBOJIE MO3Ta Ha YPOBHE CPEIHUX HOXKEK
MO3XeuKa (B obmactu MmocTa) 10 3—4 MM, BEpOsITHEE
Bcero wumemuyeckoro remesa. Ilo manmaesiMm MCKT
TPyAHON KIJIETKH, OPIOIIHON MOJOCTH U MaJIOTO Ta3a
OTIpEeNENsNIOCh HE3HAYUTEIbHOE JIByCTOPOHHEE YBe-
JIMYCHUE TTIOIMBIIICYHBIX TUM(aTHIECKUX Y3IIOB.

YuuteiBasi paHHHN 1eOOT 3a00JIeBaHUS B BUJC
KyMm0Oc-oTpunarebHOi  reMOJUTHYECKOW aHeMHU
U TPOMOOLIMTONIEHUH C TMOpPaXEHHWEM LEHTPaJIbHON
HEPBHON CHUCTEMBI M TOYEK, BBICOKYIO aKTHBHOCTbH
(haxropa Bummmbpanna:Rco, He3HAUYNTEIHHOE CHU-
xenne ypoBHI ADAMTSI13 kpoBu, pebeHky Obu1
MOoCTaBJieH AuarHo3 «TpoMmOoTudeckas MHKpOaH-
THOTATHUSA: ATUIHYHBIA T'eMOJINTUKO-YPEeMHYECKUN
cuHpoM? TpoMOOTHYECKAsE TPOMOOITUTOTIEHUYEeCKas
nyprypa?». IlpoBomumasi Tepamust cCBeKe3aMOpO-
JKCHHOH 1u1a3Moit (20 MiI/Kr/cyT) B TeueHHe 3 JAHEH
HE TpHBeJia K TeMaTOJIOTHYECKOMY YIIYUIIeHHIO; B
JMHAMUKE TOSBUICS CyO(QeOpHUIHTET, YBEITHUYHICS
YPOBEHb apTEPUATLHOTO JIABICHHUS, CHU3UIIICH TeMO-
106uH (1o 45 /1) 1 TPoMOOIUTHI (10 34 THIC./MKIT)
KpOBH.

B cBA3M ¢ TOBTOPHBIM BBISIBIEHHEM B KPOBHU
IOHBIX ()OPM JICHKOIIUTOB B COUETAHUU C JIBYXPOCT-
KOBOW muTOneHueH pebeHKy Oblia MpoBeAcHa KOCT-
HOMO3TOBasi MyHKIWA. B muenorpamme ompenens-
JIUCh CHU)KEHHAs KJIETOYHOCTb, €IMHUYHbIC Meraka-
pUOLIUTHI 0e3 BUIUMON OTIIHYPOBKH TPOMOOIIMTOB,
SPUTPOUTHBIA POCTOK OTHOCUTENIHHO paCIIMpeH,
SPUTPOIIO33 HOPMOOIACTUYECKHM C BbIPaKEHHBI-
MH TIPOSIBJICHUSIMH JTHCII033a, HEHTPOPIILHBIN PO-
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cTtok pesko cyxkeH (16%-24%—-18%), B pasHbIX
MyHKTaTaxX BBISABJICHBI aHAljJa3upoBaHHBIE OacT-
Hble KIeTku (6,5 %—19 %—-30% xieTouHocTH) c
MOP(OIOTHYECKUMHU YepTaMH JTUM(OUITHON JIMHUH
TG EepeHIIUPOBKY, BBIPAKEHHBIM aHU30LIUTO30M,
BBICOKUM SIZICPHO-ITUTOIUIa3MAaTHUYE€CKUM COOTHOIIIE-
HUEM, TUIEPTPOOUPOBAHHBIMU sapamu. LluToxumu-
YEeCKOe HCCIIeJOBaHHE KOCTHOTO MO3ra: peakius C
MHEJIONCPOKCHIa301, HecrenupuIecKoil crepa3on
orpuiarenbHasd, ¢ PAS — MenkorpaHynspHas oKpa-
CKa B YacTH ONacTHBIX KJIETOK. Pe3ympraTsl uMmy-
HO(QEHOTUIHPOBAHUS KOCTHOTO MO3ra: BBIABICHO
17 % OnactoB, IMMYHO(QEHOTUIT KOTOPBIX COOTBET-
CTByeT ocTpoMmy JumdoOnacTHoMy Jieiiko3y, B-III-
MMMYHOBapuaHT ¢ Koakcmpeccueir CDI15+CD10 —
100 %, CD10+CD19 — 100 %, CD10+CD34 — 93 %,
CD19+CD34 — 93 %, CD20 — 70 %, CD15 — 60 %,
CD34 — 939%, CD38 — 100%, CD45 — 100 %,
CD79a — 90%, CD22 — 47 %, IgM — 37 %, TdT —
85 %. 1lo maHHBIM IIUTOTEHETHYECKOTO HCCIIEA0Ba-
HUS KOCTHOTO Mo3ra: kapuorum 60-61, XX, +X,+4,
+5,+6,+7,+12,+17,+18,+20,+21,+21,+marl,+mar2,+
mar3 [cp3]/46,XX][17]; npu UccieT0BaHUH METOIOM
FISH Tpancnokanuu t(1;19) u mepectpoek TEeHOB
CMYC, IgH ne obnapyxeno; B 13 % saep ormeua-
nace Tpucomus 4,10,17. TpemanoOuorncus BEISIBUIA
nmaTojorudeckyro momyssiinuio (1o 20 % kieTodHo-
CTH), IPEACTaBICHHY0 B-mumdonuramu nepudepu-
Yyeckoro tuna (Henmmdobiactamu) ¢ abeppaHTHBIM
¢deHoTUIOM. YUHTBIBAs pe3ylbTaThl 00CICOBAHMS,
pebenky ObLT mocTaBieH AuarHo3 «OcTpeiii uMpo-
OnactHbIil neiiko3, BIII-ummynoBapuant. TpomboTu-
YyecKasi MUKPOaHTHOTIaTH.

[TarmenTke IpoBOAMIACH CUMIITOMATHYECKas Te-
parusi, BKJIIOYas TpaHCPy3UH TPOMOOKOHIICHTpaTa
U OPUTPOLUTHON Macchl. B ITMHaMUKe OTMEUYasoch
MIpOrpeccupyromiee yxyIameHue COCTOSHUS peOeHKa
3a CUeT MOSBJICHHSI ATH30/10B (DeOPIIIbHON TUXOpaI-
KM, Pa3BUTHS JIEBOCTOPOHHEN Maparuieruu, (oKaib-
HOM 3MniIencuu Ha (JoHe MIIEMUH TOJIOBHOTO MO3Ta,
HEKOHTPOJINPYEMOH  apTEpUAIBHON TUIIEPTEH3UM,
ycyryoaeHust TpoMoOoruToneHun (28 Thic./MKII), aHe-
mun (50 1/11), pa3BUTHS JBIXaTEILHOW M MOYCYHOM
HemocTaroyHoCcT. Tepamust aKynusymadom  (Ned)
U CTapToBas Tepamus JieHKko3a JeKCaMeTa30HOM He
MIPUBEIN K KIMHUKO-Ta00pPaTOpHON CTaOMIH3aIlnu.
Teuyenue 3a0051eBaHIS OCIOKHIIOCH PA3BUTHEM CETI-
cuca (Pseudomonas aeruginosa MDR+). Hecmotps
Ha MPOBOJUMYIO KOMIUIEKCHYIO Tepanuio, y peOeHka
pa3BUIICS CETITUYECKUI MIOK C JIETATIbHBIM UCXOIOM.

JlaHHBIE TTOJTHOTO CEKBEHMPOBAHHWS 3K30Ma, IO-
Jy4yeHHbIE TIOCMEPTHO, IOKa3ajdd HalW4yue y Ta-
[UCHTKN TETEPO3UIOTHBIX MHCCEHC MYTalluil B Te-
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Hax ADAMTSI13 ¢.788C>T(p.Ser263Phe) n JAK?2
c.1726A>G (p.Thr576Ala).

OBCY>XAEHUE

Pamamit ne6ror TMA ¢ UIeMHYECKUM TOpaxe-
HHUEM LIEHTPAJIbHOI HEPBHOM CUCTEMBI, PEXKIE BCE-
ro, XapakTepeH I MauueHToB ¢ nepsuyHoi TTII, a
TaK)Ke C MyTallMAMHU T'€HOB, PETYIHPYIONIUX aKTHB-
HOCTh KOMIUIEMEHTa W JHAWJITIIAIEPOIKHHA3HI-[
[1-4]. [aHHbIe TeHETHYECKOro OOCIemoBaHUs (Te-
Tepo3urotHast mytanuss ADAMTS13) m aKTUBHOCTh
ADAMTS13 xpoBu (43 %) mo3BOIMWIN HAM HCKIIIO-
yuTh HacsencTBeHHYo TTII y nanueHTku.

OpnHako OTCYTCTBHE MyTalui, 00yCIIaBIHUBaIO-
mmx nepBuyHylo TMA, MO HaHHBIM TOJTHOIK30M-
HOTO CEKBEHHPOBAHUS, HE TIO3BOJISIET OKOHYATEIHLHO
WCKITIOYNTh TeHETHYECKU-OMOCPEAOBaHHBIE BapHaH-
Tel cuHApoma. COITacHO JMTEPaTyPHBIM JaHHBIM,
TeHETUYECKHEe MYTallii BBISBIAIOTCS HE Oojee ueM
y 70 % maruenToB ¢ ceMmeiHbpIMU ciydasmu al YC u
ropas3o pexe Mpu CHOpPaJAUYecKuX BapuaHTax Iep-
BuuHoi TMA [5]. Ilpu aToM, HccnenoBanmne 3K30Ma
MMeeT TUArHOCTHYECKHE OTPAaHWYEHHs, TaK KaK He
BBISIBIISIET WHTPOHHBIE MYyTallu, THOPUIHBIE MyTa-
UM KoMmIuieMeHTapHoro dakropa H W cBs3aHHBIX
¢ aum renoB (CFH/CFHRSs), 1 He mo3BoisieT uc-
KIIFOYHUTh HACJEJICTBEHHO-00YCIIOBICHHBIE (OPMBI,
00yCITOBJIIEHHBIE HEU3BECTHBIMHU B HACTOSIIIEE BpeMs
MyTanusaMmu [5].

C napyroii CTOpOHBI — W3BECTHO, YTO Pa3BUTHE
TMA MOXET OCIOXKHSITh OHKOT€MAaTOJIOTHYECKIE 3a-
OoieBaHus, B PEAKUX CIydasx orepekas KIMHUKO-
nabopaTopHbIE MPOSBICHUS JIEHKO3a Ha HECKOJBKO
Mecsanes [6—8]. MakcuManbHBI BPeMEHHOH HHTEp-
BaJl MEXIy KIMHUYeCKUMH mpossieHusmu al YC u
JIeiiKo3a, 0 JAHHBIM JIUTepaTyphl, COCTABIIAET 8 Mec
[6]. Tpurrepom TMA MOryT OBITH IPOBOCHATUTENb-
wbie utokuHbl (TNF-a, IL-6, IL-8), cexpeTupyembie
HEOITaCTHYECKUMU KJIIETKaMH M TIOBPEKIAIOIIHE H-
JOTEIUH WA aKTUBUPYIOIINE €r0 MPOKOATyASTHTHYIO
aktuBHOCTH [9]. Kpome TOro, HexoTopsle omyxose-
BBIE KJIETKH DKCIIPECCUPYIOT Ha CBOEH MOBEPXHOCTH
pelenTopbl K mIMKonpoTenHy Ib u mimkonporenHy
[Ib/Illa, ¢ MOMOIIBI0 KOTOPBIX CBS3BIBAIOT (DaKTOp
Bwinebpanna u puOpOHEKTHH, CITOCOOCTBYSI arpe-
raruu TpomOonmToB [10,11]. B aTom cirygae retepo-
3urotHast myTanus ADAMTS 3 MoxeT nmpeapaciona-
rarb K pazsutuio al ' YC mpu Bo3A€HCTBUH MTPOBOIIU-
pyroiiero gakropa.

Bropuunsiii renes TMA mno3Bonun Obl 00bsC-
HUTh HalW4HMe HEHTpomeHnu, (OpMHpOBAHHE He-
(porraeckoro cuHIpoMa 0e3 CHIKEHHS CKOPOCTH
KITyOOUKOBOM (UIIBTpAIMU U OTCyTCTBUE dPdeKTa oT

Tepanuy dKyIN3yMaboM B MPEICTABICHHOM Ciydae.
B To e Bpems, nuToneHust y pebeHka Moria ObITh
obycroBieHa MmyTtanueid B reae JAK2, omucaHHON y
ManreHTOB C MUCIOAUCINIACTUYCCKUM CUHAPOMOM U
MUeIonpoauepaTUBHBIMU  HeomiazusaMu | 12—14].
BeposiTHO, TONBKO KIMHHUKO-TabopaTopHas TUHAMMU-
ka 3a0oseBanusi Ha (oHe crienudUIecKoll Tepanuu
JeiiKo3a TO03BOJIMIIA OBl ONPENENIUTh, SIBISCTCS JIH
TMA cneactBueM octporo JuMQoOIacTHOTO JeH-
K032 B TIPEJICTABICHHOM CIIyYae WM 3TO COYETaHUE
JIBYX peIKHNX 3a00NeBaHul y peOeHKa.

SAKJIKOMEHUE

B mHameMm KJIMHHYECKOM HaONONEHUN CBS3b
Mexay TMA u octpeiM TUMQOOIACTHBIM JEHKO30M
HE COBCEM OUECBHJIHA, OJHAKO MBI CUATAEM, YTO MPH
nuddepenunanbHoil quarnoctuke TMA Heo0Xxoau-
MO TIOMHHUTH O BO3MOXKHOCTH Pa3BUTHUS PEIIKUX Bapu-
AHTOB, aCCOLMMPOBAHHBIX C OHKOTEMATOJIOTHYECKH-
MU 3a00JIeBaHUSIMU, U B MOJO3PUTEIBHBIX CITyYasx
00s13aTeNbHO MTPOBOAUTL HCCIIEAOBAaHHE KOCTHOTO
Mo3ra.
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CTPATETUA TEPATTNIN ANCA-ACCOUNNPOBAHHbBIX PEHAJIBHbBIX
BACKYJTIUTOB Y OETEM 1 MOAPOCTKOB

Kadenpa dakynsreTckoi neanatpum, CaHkT-NeTepOyprckuii rocyaapCTBEHHbIN NneamaTpuyeckmii Me AMuMHCKnin yHmepcuteT, CaHkT-MNeTepOypr,
Poccusa

PEDEPAT

B ctaTbe npeacTaBneHsbl TepMUHONOrNS 1 knaccudukaumsa B cootseTcTBun ¢ International Chapel Hill Consensus Conference
nomenclature of vasculitides (2012), KNMMHUKO-MMMYyHONOrMYeckme 1 Mopdonornieckne NposiBieHns, ctparerns Tepanum
1 VICXOL, PEHasbHbIX BACKYIMTOB, @CCOLIMMPOBAHHbIX C aHTUHENTPOPUIbHBIMY UMTONNa3MaTmyeckumn aHtutenamm (AHLA)
(MMKPOCKOMMYECKOro NoaMaHrumTa, rpaHynemMarosa ¢ nonnaHrmmtom Berenepa, 903MHOMUABHOro rpaHynemarosa ¢ nosnu-
aHrumTom Yapra—Crtpocca) y getein n nogpoctkoB. AHTUTenNa knacca IlgG k MPO n PR3, ructonatonormieckme UsMeHeHus B
noYeyHbIx GrionTaTax cCYMTaloT 30/10TbIM CTaHAAPTOM B AnarHoctuke AHLIA-rnomepynoHedpuTa. B COOTBETCTBUM C PEKOMEH-
naumsamum The European Vasculitis Study Group (EUVAS) y B3pochbix naumeHToB AHLIA-accoummnpoBaHHbIM BaCKyIMTOM Npu-
BELIEHO OMMCaHWe KaTeropuii TXecTy 3ab0oneBaHns: IOKaNIM30BaHHAs, PaHHSS CUCTEMHAs, TsSXenas, reHepanmsoBaHHas,
pedpakTepHas. MNpeacrasneH anroputm Tepanum AHLLA-accoummnpoBaHHOro Backynnta, pekoMmeHaoBaHHbii EULAR (2009)
[N151 B3POC/bIX NALUMEHTOB 1 aganTupoBaHHbIi ans aeteni L.A. Plumb et al. (2018), koTopblii npeaycmaTtpusaeT auddepeHum-
POBaHHbIN NOAXOA, K UHAYKLMN PEMUCCUM NPU NIOKANTM30BAHHOM, PAHHE CUCTEMHOMN, TAXENO0M, reHepann3oBaHHOM, pedpak-
TEPHOW KaTeropusax THXeCTU 1 NoAOePXMBAIOLLEN Tepanum Npu NOKanan3oBaHHOW, PaHHEN CUCTEMHOWN, reHepPan30BaHHON
KaTeropusix, BTOpon nnHum Tepanun. B 6onblunHcTBe cnydaes AHLIA-accouumpoBaHHbIX peHasibHbIX BacKy/IMTOB Yy AeTel 1
NnoapoOCTKOB UMEHHO MOPaxXeHne noyvek, MaHudecTmpyroLee 6bICTPO NPOrPECCUPYIOLLMM FNIOMEPYSIOHEDPUTOM C OCTPbIM
NOBPEXAEHVNEM NOYeEK, OnpeaenseT THKECTb U MPOrHO3 UCX04a B TEPMUHANBHYIO ypemuio. NpeacTaBnsaeTcs BaXHbIM U He-
obxognMbiM B npoTokonax Tepanun AHLLA-accounrpoBaHHOrO BackynmTa BKOYaTb CTpATeErnio BeAeHUs 00 AMannsa n Ha
ananmse 6bICTPO NPOrpPeCCUPYIOLLErO FMOMEPYIOHeEdPPUTA C OCTPbLIM NOBPEXAEHNEM MOYEK Y AETEN N NOAPOCTKOB.

KnioueBbie cnoBa: ANCA-accounmrpoBaHHbIii BaCKyuT, rnomMepynoHedpuT, Tepanus, 4eTU U NOAPOCTKN

N.D. Savenkova®

TREATMENT STRATEGY ANCA-ASSOCIATED RENAL VASCULITIDES
IN CHILDREN AND ADOLESCENTS

Department of faculty pediatrics, Saint-Petersburg State Pediatric Medical University, Saint -Petersburg, Russia

ABSTRACT

The article presents the terminology and classification in accordance with the International Chapel Hill Consensus Conference
nomenclature of vasculitides (2012), clinical, immunological and morphological manifestations, therapy strategy and outcome
of Antineutrophil cytoplasmic antibody vasculitides (ANCA) renal associated vasculitis (microscopic polyanghiitis, granuloma-
tosis with Wegener's polyangiitis, eosinophilic granulomatosis with polyangiitis Churg-Strauss) in children and adolescents.
1gG class antibodies to MPO and PR3, histopathological changes in renal biopsy specimens are considered the gold standard
in the diagnosis of ANCA-glomerulonephritis. Following the recommendations of The European Vasculitis Study Group (EU-
VAS) in adult patients, ANCA-associated vasculitis describes the categories of disease severity: localized, early systemic,
severe, generalized, refractory. An algorithm for the treatment of ANCA-associated vasculitis, recommended by EULAR (2009)
for adult patients and adapted for children of L.A. Plumb et al (2018), which provides for a differentiated approach to the induc-
tion of remission in localized, early systemic, severe, generalized, refractory categories of severity and supportive therapy in
localized, early systemic, generalized categories, second-line therapy. In most cases of ANCA-associated renal vasculitis in
children and adolescents, it is kidney damage that manifests rapidly progressive glomerulonephritis with acute kidney dam-
age, determines the severity and prognosis of outcome in terminal uremia. It seems important and necessary in the treatment
protocols of ANCA-associated vasculitis to include a strategy for pre-dialysis and dialysis of rapidly progressive glomerulone-
phritis with acute kidney damage in children and adolescents.

Keywords: ANCA-associated vasculitis, glomerulonephritis, therapy, children and adolescents
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Tepanmuas ANCA-acCOUMUPOBAHHBIX PEHATBHBIX
BackyuTOB / Anti neutrophil cytoplasmic antibody
vasculitides siBisieTcsl akTyalbHOW TPOOIEMOH Tie-
qUaTpudeckol Hedposoruu. AKTyalbHOCTb TIPO-
Omembl 00yCJIOBI€HAa BBICOKOW YacTOTOM pa3BUTHUSA
npu ANCA-accolMMpoOBaHHBIX BAacKyJIUTaxX IJIOMe-
pynonedpura ('H) ¢ ocTpbiM MOBPEKICHHEM ITOUCK
(OIIII), oTcyTcTBHEM OOIMICTIPUHATHIX IMeaUaTpUde-
CKHUX TIPOTOKOJIOB JICUCHHSI.

B nwureparype ucCHoONb3yeTcs TEPMUHOJIOTHS:
ANCA-acconMupoBaHHBIA  BaCKYIUT (MHKPOCKO-
NMUYECKUI  TOJIMaHrMUT/microscopic  poliangiitis),
rpaHyliemMaTo3 ¢ MmojJuaHruuToM Berenepa/ granulo-
matosis with polyangiitis Wegener; 3031HO(QUIbHBIN
rpa”ynemaros ¢ noiuanruutom Yapra—Crpocca/ eo-
sinophilic granulomatosis with polyangiitis Churg—
Strauss) [1-8]. B Hedposoruo BBEIEHO MOHATHE
ANCA-accoMupoBaHHbI PEHANBHBI  BaCKYJIUT/
ANCA-associated renal limited vasculitis Ha ocHOBa-
HUH TOTO, YTO TIOPa)KEHUE TIOYEK B JIeOI0TE U PELIU/IU-
Bax SIBJISIETCSI OCHOBHBIM IMPOSIBIICHUEM, OIPEICIISIO-
ITUM TSDKECTh U ITporHo3 [1-8].

Knaccupukanus BaCKyJIUTOB

Knaccugukanus CHCTEMHBIX BaCKYJIMTOB OCHOBa-
Ha Ha KaluOpe BOBJICUEHHBIX B IMMYHOITATOJIOTHYC-
CKHI MPOTIECC COCYIOB (KPYITHOTO KanuOpa, CpeaHero
KaJauOpa, CpeTHero U MEJIKOTO KajluOpa, MEJIKOTo Ka-
nnbpa BackynuT) [1-6]. B cooTBeTcTBME ¢ HOMEHKJIa-
TYpOH W Kiaccuukanueil BackyauTos, International
Chapel Hill Consensus Conference Nomenclature
of Vasculitides (2012), ANCA-accounupoBaHHbIC
BaCKYJIUTBI MEJKOTO KanuOpa KiIacCUPHUIHPYIOT IO
CTETICHH HEKPOTHU3UPYIOIIET0 W TPaHyIeMaTo3HOTO
MOBPEKCHUS KaK: MUKPOCKOITUYECKUHN TOTUAHTUUT
(Microscopic Poliangiitis); rpanynemaro3 Berenepa
(Wegener Granulomatosis); 203MHOQHILHBIA TpaHy-
nemaro3 ¢ nonuanruutoMm (Yapra—Crpocc/Churg—
Strauss) (tabm. 2) [5,6].

IlaTtorene3 ANCA-accoUUMPOBAaHHBIX BAacCKy-
JIUTOB

B pazsutun ANCA-acconnnpoBaHHOTO BaCKYJIH-
Ta y JeTell BaKHOE 3HAYCHHE TMPHUAAIOT NPUINHHO-
3HAYUMbBIM HH(EKIIMOHHBIM (akTopam (reprec Bu-
pycHas 1/2, 4, 5, 6 TUNIOB, XJIAMUAMIHAS, MUKOILIA3-
MO3Hasl, OaKTepHaIbHAasl, MUKOTHYECKasT U APYyTHE),
KOTOpBIE BBISIBIISIIOT MTPU MaHU(ECTAllMU BACKYJINTA,
B Tpollecce MMMYHOCYIPECCUBHOI Tepamuu B 12—
72 % [1-3, 8], mo Hammm gaHHbIM — B 100 %.

B narorene3ze ANCA-acconmnupoBaHHOTO BacKy-
JWTa J0KazaHa poib B-muM¢pouuToB, MpoayHupyo-
mux ANCA. T-ki1eTo4yHble UTOKUHEI BIUSIOT Ha aK-
TUBHOCTh B-KIIETOK uepe3 MoBepXHOCTHBIE PEIeTITO-
PBI, TIOCIIE aKTHBAIMH U CO3peBaHus B-kietku nepe-
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Tabnuua 1/ Table 1
HomeHknatypa n knaccndpukauma BacKyJiuToB,
npuHsaTas International Chapel HiLL
Consensus Conference Nomenclature
of Vasculitides (2012) [5,6]
Nomenclature and classification for vasculitides
adopted by the 2012 International Chapel
HiLL Consensus Conference Nomenclature
of Vasculitides (2012) [5,6]

KpyrnHoro kannbpa Backyiit
ApTepuut Takayasy
[MraHTOKNEeTO4YHbIN apTepumnT

CpeaHero kannbpa BacKyamT
Y3enkoBbIn nonnapTepumt
KaBacakun (Kawasaki) 60ne3Hb

Meskoro kanubpa BacKyiuT
ANCA-accounnmpoBaHHbIV BACKYINT
Mwukpockonuyecknin nonmanrnut (Microscopic Poliangiitis)
[paHynemato3 c nonnaHrunmtom Berenepa (Wegener)
D03NHOPUIBbHBIA FPaHyeEMaTO3 C NOJINAHIUUTOM
(Hapra—Ctpocca /Churg-Strauss)
UMMYHOKOMIMIEKCHBIV MEJIKOrO Kaimbpa BacKy/inT
C antutenamu kK GBM 3abonesaHune
KprornobynnmHeMmnyecknin BaCKymT
IgA BackynuT (LUeHnenHa—leHoxa)
[MnokoMnieMeHTapHbIM YPTUKaPHbIA BACKYINT
(AHTN-C1g BackynuT)

MEIIAI0TCA B y9acTKU Bocnanenus. [Ipomudeparus n
muddepennnanus B-mamdonnroB memunpyetrcs CD
20-1MOBEpXHOCTHBIM aHTUT€HOM, KOTOPBIH 3KcCHpec-
crpoBaH Ha B-mnMdonnrax. B-kireTouHsrii perentop
uMeeT kKomruieke kopperentopoB CD 19 u CD 21
[8]. M3BecTHO, UTO HEUTPOPIILHBIC TPAHYIOIUTHI
(HI') — xopoTkokuBymue KJIeTku (6 4—3 cyT) B ecTe-
CTBEHHOM MMMYHHOM OTBETE OCYIIECTBISIOT IPOTH-
BOMH()EKITMOHHYIO 3aIUTy B TEUEHHE MEPBHIX 96 U
nHQUIUPOBAHUS (3aXBaT BO3OYIUTENS U YHHUTOXKE-
HHUE C TIOMOIIBIO MPOAYKIIMHA CBOOOIAHBIX PaTUKAIOB
Y TIpOTea3, KUCIOPOI03aBUCHUMOTO «PECTIHPATOPHOTO
B3pbIBa» W KHCIOPOIOHE3aBUCHMOTO MEXaHH3Ma).
Anonto3 HI' urpaer BaxkHyr0 pojib B MpPeKpalicHuu
OCTpPOH BOCHAJIHUTEILHON peakiuu. Makpodar Io-
mromaer anonrorudeckuid HIT MoHomuThl Takxke
MOTJIONIAIOT MUKPOOPTaHU3MBI KaK B KPOBH, TaK W B
TKamsx. Pakrop Hekposa omyxonu (TNF-o) BeI3bIBa-
et arronto3 HI' wtn, Hao6oport, aktuBupyet HI [7-9].

B mexanm3me MOBpEeXISHUS dHIOTEIHS COCYIO0B
Menkoro kamuopa mpu ANCA-acconuupoBaHHOM Ba-
ckynute urpatot posib HI, aktuBupoBanusie TNF-a
-0, YTO TIPUBOAWUT K MOOWIM3AIMU TPOTEHHA3bI-3
(PR-3) u mmenonepokcunazel (MPO) u3 rpanyn Ha
moBepxHOCTh KileTku HI, uro mo3Bomser ANCA
CBsI3aTh aHTUreHHble MulieHu PR-3 nporennazy-3 u
MPO-muenonepokcnaasy [7—12]. AHTHUTEHHBIC MU-
IICHN U3 TPaHyJI HEUTPOQIITOB HITH TU30COM MOHOIIH-
toB (PR-3 mporennasa-3, MPO-muenonepokcraasa)
ces3eiBatoTcs ¢ ANCA (antineutrophil cytoplasmic
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autoantbodies), BbI3bIBasi MOBPEKICHUE SHAOTEIHS
MeTKux cocynoB [1, 7-12].

M. Chenetal. (2009,2013),J. Yuan, M. Chen, Zhao
M-H (2013), D. Noone, D. Hebert, C. Libht (2018)
[9-12] B matorene3e ANCA-accoMUpOBaHHBIX Ba-
CKYJINTOB OTBOJSIT TVIAaBHYIO DOJIb aKTHUBALMU CH-
CTeMbI KOMIUIEMEHTa TIO AJBTCPHATHBHOMY IYTH C
obpazoBanueM C5a, Bzaumoneiicteuto C5a u CS5aR
(CD88), mpuBonsIeMy K JerpaHyiannyd HeuTpodu-
noB [9-12]. Kommonentsl komruiementa CS5a, C3a,
C4a sBIAIOTCS TPOBOCHATMTENBHBIMU (aKTOpaMH
(XeMoaTTpaKTaHThl, aKTUBATOPBI MPOAYKIUH IUTO-
KHHOB, HHIYKTOPBI OKHCIIMTEIBHOTO B3phIBa, Jerpa-
HYJISIIUH KIeTok) [9-12].

ANCA-MPO HI' / ANCA-PR3 HI, akruBamus
KOMIUIEMEHTa TO aJbTePHATUBHOMY ITyTH TMOBPEK-
JAIOT DHIOTENIUNA COCYIOB MENKOro Kammbpa [1-3,
9-12].

Huarao3 ANCA-acconmuupoBaHHOTO BacKyJIUTa
yCTaHABIMBAIOT Y JIETEH W MOJPOCTKOB HAa OCHOBa-
HUM  Pe3ylbTaToB  KIMHUKO-UMMYHOJIOTHYECKOTO,
Mopdposoruueckoro, (QpyHKIIMOHATIHHOTO METOAOB
ucciegoBanuii [1-4]. JIMarHOCTUYECKH 3HAYMMBIM
SIBJIsIeTCSl OOHApYKEHUE B KPOBH aHTUTEN Kiacca [gG
k muenonepokcugaze HI' (MPO-ANCA), anturen
knacca IgG k nporennaze-3 HI' (PR3-ANCA), aktu-
BallMM CHUCTEMbI KOMILJIEMEHTA 10 allbTePHATHBHOMY
MyTH, OIICHKA COCTOSIHUSI (QYHKIHMH Todek [7-12].
JdetsiM 1 moApoCTKaM, UMEIOIIUM KIMHUYECKUE CH-

CTEMHBIC U PEHAIIbHBIC TPOSBICHUS BACKYJINTA, I10-
seimenne MPO-ANCA w/umn PR3-ANCA, moka3sa-
HO BBITIOJTHEHUE OMOTICHU TOYKH YIS YCTAaHOBIICHUS
Mopdoornieckoro Auaruo3a. [1oBbIlIeHHEe aHTHTENT
knacca [gG k MPO HI' u PR3 HI, rucromaronoruye-
CKHE U3MEHEHUsI B OMOTITaTax MOYKH SBISIFOTCS CTaH-
nmaprom B nuarHoctuke ANCA-rmomepynoHedppuTa
[7-14].

Mopdonornueckue usmeHenuss npu ANCA-
acCOIMMPOBAHHOM IJIOMepyJIoHeppuTe

JleTssM M ToIpoCTKaM MPHY KIIMHUYECKUX K UMMYHO-
normuecknx mnpusHakax ANCA-acconnnpoBaHHOTO
BaCKYJIUTa IOKAa3aHO IPOBEJCHUE OWOINCHH MOYKH
JUTSL YCTAaHOBJICHHSI MOP(OIOTHIECKOTO JTUarHo3a.

B paspaborannoii A.E. Berden, F. Ferano,
E.C. Hagen et al. (2010) rucronarooraueckoi Kiac-
cudpukaimn ANCA-accolMUpOBaHHBIX TJIOMEPYJIO-
He(PPUTOB BBIJENCHO 4 Kiacca MOPQOIOTHIECKUX
u3MeHeHuH ((hOoKaTbHBIH, TOTYIYHHBIH, CMEIIIAHHBIH,
CKJIEpOTHYECKUH). ABTOpaMH MPOAEMOHCTPHUPOBA-
Hbl HHU3KHE ITOKA3aTelld TMOYeYHOH BBIKHBACMOCTH
MpU CMEIIAHHOM U CKJIepoTH4YeckoM Kiaccax [13].
E. Muso et al. (2013) neMOHCTPUPYIOT MaTOIOTHYe-
CKHE TIapaMeTphl, MOKAa3bIBAIONINE AKTUBHBIC WIIH
XPOHHYECKHE TIJIOMEpPYJSpHBIC, TyOyJIOHMHTEPCTH-
uajgbHble U BacKyasipHble u3MeHnenus mpu ANCA-
ACCOLIMUPOBAHHBIX BACKYIHTaX B SMOHUU B cpaBHe-
Huu ¢ European Vasculitis Study Group (EUVAS)
[14], Tabm. 2.

Tabnuua 2 / Table 2

MaTonornyeckue napamMmeTpbl, NOKa3biBaloLMe 3BONIOLUIO
aKTUBHbIX U XpPOHU4YecKkux nuameHeHuii npu ANCA-accouumnpoBaHHbIX Backynutax [14]

Pathological parameters nominated for evaluation of active and chronic lesion
in ANCA-related vasculitis [14]

momepynﬂpHuemsmeHeHMﬂ

AKTUBHbIE

MesaHruonponudepaTnBHbIi

BHpokanunsapHas rMnepkieTo4yHOCTb

[MonHbIV HEKPO3

dopmmpoBaHmne KneTouHbIX, GOPO3HbLIX NoayayHuiA >50 % /50 %
Pa3pbiB kancynsl BoymeHna

XpOHNYECKMNE UBSMEHEHUS
CknepoTuyeckme N3MeHeHMs
[Mo6anbHbIN ckNepos

CermeHTapHbIn CKNepos

DdunbpoaHbie nonynyHms >50 % /< 50 %
Anresus

Konnanc

TyGynonHTEPCTUUMANBHBIE

N3MEeHEeHUA

AKTVBHbIE

Tyoynut

MoBpexaeHne 6asanbHON MemMbpaHbl KaHaIbLEB
MHTepcTUumanbHas knetoyHasa nHbunsTpaums
paHynemaTo3HOe NoBpexaeHNe
MepuTyOynApHbIA KanuANapuUT*

XpOHNYECKMNE UBSMEHEHUS
ATpodus kaHanbLEB
MHTepcTuumanbHbIn Grbpos

CocyauncTble N3MeHeHust

AKTVBHbIE

HekpoTusnpyowme
OHpoapTepumnt

KneToyHasa nHounetpaums
Tpom60aMB0NN3M
[paHynemaTo3Hble MOBPEXAEHUS

XpOHUYECKMNE USMEHEHUS
ApTepurocknepos

* MapameTp He HOMUHKMPOBaH B EUVAS.
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Kaunndeckue nposiieHuss ANCA-accomuupo-
BaHHOT'0 BACKYJIMTA

Muxkpockonnuyeckuii moauanruut (Microscop-
ic Polyangiitis) xapakrepusyeTcsi HEKpPOTHU3UPYIO-
UM TIOPAKEHHEM MEJIKUX COCYIOB (KalnjuIsIpOB,
BEHYJ, apTepuon), mpoTekaromuM B 78-90 % c He-
KPOTH3HUPYIOMUM OBICTPO MPOTPECCUPYIONIAM TIIO-
mepynoredputom (I'H), B 60 % nerodHbIMu TpOSB-
neansiMd, B 75 % noseimenueM pANCA/MPO (mue-
nonepokcuaasa) [1-4, 8, 15, 16]. Knuandeckne cum-
NITOMBI TIPH MHUKPOCKOTIMYECKOM TOJHAHTHUTE Ba-
puabeTbHBI: MUAITHH, APTPUTHI, APTPAITUH, KOXKHAS
My pITypa WK dpuTeMa, KOHTaKTHasE KPOBOTOUHUBOCTb,
0o B JKMBOTE, TMOPAXKCHHE JIETKHX, JKETYIOYHO-
KHUIICIHBIC KPOBOTEUCHUS, TIopakeHne a3 u JIOP-
OpPraHoB, IUXOpajJKa, apTepHalbHas TUIEPTEH3US,
M30JIMPOBAHHBI MOUYEBOH CHHAPOM (TeMaTypwus,
MPOTeNHYpHsA) WM Tporpeccupyromuii ['H ¢ mo-
4eqyHO! HenmocTarogHoCcThIo (78-90 %), TpeOyromuii
nuanusa (50-60 %), BeicoKHii TUTP aHTUTEN p-AN-
CA/MPO-muenonepoxcunasa (75 %) [1-4, 8, 10, 15,
16]. Ha gacTtyto MaHN(HCTAIIIO MUKPOCKOITHYECKO-
IO TOJIMAHTUUTA C MYITbMOHOPEHAIFHBIM CHHIIPOMOM
u ObicTpo nporpeccupyronum ['H ¢ OIIIT B 60-70 %,
BoicOKHM TUTpOoM DP-ANCA/MPO yka3piBaroT aB-
Topel [1-4, 8, 10, 15, 16]. Y mereit 1 MOIPOCTKOB C
ANCA-accouMupoBaHHBIM PEHAIHHOM BaCKYJIATOM/
ANCA-associated renal limited vasculitis memuaTpsI-
Hedpororu ycranasnuatoT OIIIl. Bravane B Teye-
HUE HECKOIBKUX HeIeNTh WM MECAIEB MaToJIOTUs
MOYEK Yy JIeTell W TIOAPOCTKOB C MUKPOCKOITMYECKUM
MTOJIMAHTUUTOM ~ XapaKTePU3yeTCs MHUHHUMAaJIbHBIM
MOYEBBIM CHHIPOMOM (TeMaTypusi, IPOTEHHYPHS) C
coXpaHHOU (YHKIHEH TOYeK, a K MOMEHTY IocCTa-
HOBKH AuarHo3a ObicTpo mporpeccupytommm ['H (¢
He(PPUTHIECKUM WIN HEDPOTHUECKUM CHHIAPOMOM
C remMarypueil W/WiaM apTepuallbHOW THIIePTeH3HEN)
n OIIIl, Tpebyromum 3aMECTHUTENHHON TOYEYHON
Tepanuu remoauain3om. Ilocie HavyanbHOM W penu-
JMBa TEpariii MHUKPOCKOITMYECKOTO IMOJUAHTHUTA C
osicTpo mporpeccupytommmM I'H u OIIII y nereit n
MTOJIPOCTKOB YCTaHABIMBAIOT MCXOJBI B PEMICCHIO C
BOCCTaHOBJICHHEM (YHKIIUH, He TPEOYIOIIHe AnaH-
3a, WU INaN3-3aBUCUMbBIE PEIHIUBBI, HCXOJ B TEp-
MUHAJIBHYIO TIOYEYHYIO HEIOCTAaTOYHOCTb.

I'panysnemaros ¢ moauanruntTom Berenepa xa-
pakTepusyeTcs TpaHyJleMaTo3HbIM BOCIIAJICHHEM H
HEKPOTU3UPYIOUINM TOPAKEHHEM MENKHUX W Cpel-
HUX cocynoB, accormupoBad B 50-70 % c I'H, mo-
BeimenneM ANCA x PR3 mporennasze HI' [1-4, 8§,
10, 15, 16]. Knuanueckne MposBICHHAS BAaCKyIUTa
Berenepa xapaktepu3yloTcs TpaHYJIEeMaTO3HBIM I10-
paXEHHEM CIHM3HUCTHIX 000JI0YeK HOCOTJIOTKH, PTa
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(CMHYCUTOM, KPOBSIHICTO-THOWHBIMU BBIJIEICHUSIMU
U3 HOCA, SI3BEHHBIM CTOMATHTOM), TeMaTypHe, po-
TeuHypHuel unmm OnIcTpo mporpeccupytommm ['H (c
He(PUTUYECKUM WA HE(PPOTUIECKUM CHHIIPOMOM C
reMarypuell W/WiH apTepHajbHON TUIIEpTCH3UEH) U
MOYEYHON HEOCTATOYHOCTHIO, TOPAKEHNEM TPAXEH,
OpOHXOB W JIETKUX (Kallleslb, KPOBOXapKaHbE, ITHEB-
MOHMWH, TUIEBPUTHI), T71a3 (KOHBIOHKTHBUTOM, KEpaTH-
TOM, YBEHUTOM, CHMIITOM «KPAacCHBIX TJIa3»), OTHUTOM,
TUXOpanKoi, Helpomaruelt, moseimeraneM ANCA k
PR3 mpotennaze HI" (70-90 %) [1-4, 8, 15, 16]. 1u-
arfHo3 rpanyiemaro3a Berenepa ycTaHaBIMBaroT Ha
OCHOBaHUHM HEKPOTH3HPYIOILIETO U TPaHyJIeMaTo3HO-
ro opakenwus mouek, JIOP-opraHos, JeTkux, Tpaxen
1 OPOHXOB, COCY/IOB MEJIKOTO KajluOpa, MOBBIIICHUN
MPO-ANCA nmu PR3-ANCA [1-4, 8, 10, 15, 16].

D03uHOGUWILHBIH TPaHyJIeMaTO3 ¢ MOJTUAHTUH-
ToM (Yapra—Crpocc/Churg—Strauss) xapaxrepu-
3yeTcs alIepruuecKuM TpaHyJIeMaro30M M WHTHH-
tom [1-4, 8, 15, 16]. T-xneTodHass TUCPETYISAIUSI —
pesynbrar [L-5 uHAynMpoBaHHON 203UHOGUIIUY TIPH
303UHO(UIBPHOM TpPaHYJIEMaTo3e C IOJMAHTHUUTOM
Uapra—Crpocca [15, 18]. Benymmmu cumntTomamMu
303UHO(UIIBPHOTO TPaHyJIeMaTo3a ¢ TOJIHAHTHUTOM Y
JIeTei 1 TIOAPOCTKOB SIBIIAIOTCS OpOHXHAIbHAS acTMa
(90 %), s03uHOGMIMsE >10 % B KIMHHYCCKOM aHAJIH-
3¢ kpoBHu (90-100 %), 3KCTpaBacKyIsIpHAs DO3HHO-
by 1o JAHHBIM OHOTICUH, JIETOYHBIE HHMITBTPATHL,
raitmMoputsbl, arosiorus rnouek 20 % (Hedpornueckuii
CHHJIPOM W/WJIA TeMaTrypusi, C COXpaHHOH (yHKIMEH
mouek), nmoseimieHue MPO u PR3 [1-4, §, 10, 15, 16].
YacTto y mereil BBISBISIOT TMIIEPUMMYHOIIOOYIHHE-
Muto IgE, nposiBiieHus1 aTONMYEeCKOro 1epMaTUTa, PEKE
raCTPOMHTECTHHANBHYIO U CEPACYHO-COCYANCTYIO Ta-
ToJoruto, Herpomnaruto [1-4, 10, 15, 16].

Tepanusg ANCA-accoqUMPOBAHHOIO BaCKYJIHU-
Tay AeTeil H MOAPOCTKOB

V nereii nnionpoctkoB c ANCA -accOMUpPOBAHHBIM
BacKylIuToM (TpaHyliemaro3 Berenepa/ MHKpOCKO-
nuueckuii nonmuanruut) ¢ I'H uMmyHOcympeccus-
Hasi Tepamusl IyTbC-KOPTUKOCTEPOHIaMH, KOMOWHH-
pOBaHHAsi Tepanusi KOPTHUKOCTEPOMAAMH W IIYIIbC-
muknopochamugom wim MMED mpumeHsieTcs Kak
niepsast muHMA [ 1-3, 8, 10, 15, 16]. [1pu TsHKeIsIX MaHuU-
¢decranuu win peruane ANCA-acCOIMUPOBAHHOTO
pCHAILHOTO BacKyiuTa (rpaHynemaro3 Berenepa/
MHUKPOCKOIIMYECKUI TOMMAHTHUT) Yy JeTeil BBICOKHE
JI03bI TITIOKOKOPTHKOWIOB U IHKIopochaHa B Kade-
CTBE MEPBOH JIMHUY Tepariui Ha3HA4YaI0TCsI MUHUMYM
3 u makcumyM 6 mec [10, 15, 16].

B cootBerctBUmM ¢ pexomeHmammsmu S. Ozen,
P. Orhan (2016) [1] meTsiM ¢ MHUKPOCKOIHYECKUM
MOJTMAHTUUTOM Ha3HAYAETCs MPEIHU30J0H B MAaKCH-
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MaJIbHOM J103¢ 1—2 MI/KI/CyT, 3aTeM IPOJI0JDKAIOT €ro
B MUHHMMAJILHOW TepamneBTUYeCKON M Hukiodocda-
MUJT 2 MI/KT/CYT Yepe3 poT WM BHYTPUBEHHO B TYJIb-
coBbIX 103ax 0,75 r/M? kaxabie 3—4 Hen (C ME3HOI)
JUTsL MHIYKIIUU PEMHCCHH.

S. Takahashi et al. (2016) [2] ¢ HeIbI0 UHIYKIUH
pemuccun  ANCA-acCOIMMPOBAHHOTO — BacKyJIHUTa
(rpanynemaro3 Berenepa/ MUKpOCKONHMYECKHUH TTO-
JIMAHTUUT) PEKOMEHAYIOT METUIIIIPEIHU30JIOH-TTYIIBC
u nukiopocdan: METHITPEIHUIONOH B IYJIbCOBBIX
no3ax 400-600 mr/m? (MakcuMaIbHast 103a He Ooree
1000 Mr) BHyTpHBEHHO B TeueHHE 3—5 TMOCIEIOBa-
TENILHBIX JTHEH, Jajiee MPEAHU30JI0H B MaKCHMAllb-
Ho 03¢ 1,5-2, Mr/Kr/cyT 4epe3 poT (MakcuMaibHasl
no3a 60 mr/cyrt) 4 Hesl, najee B CHUKCHHOH J103¢ B
Teuenue 6—12 mec.

A. Bakkaloglu u S. Ozen (2008) [3] aetsam ¢
ANCA-accouMupoOBaHHBIM BacKYJIUTOM MPUMEHSIOT
CXEeMY TITIOKOKOPTHKOMTHON TepaIuy, BKIFOYAIOIYI0
BHYTPHUBEHHO B IyJIbCOBBIX j03ax Nel-3 (15-30 mr/
Kr/cyT, MakcumaibHas no3a 0,751 r/cyrt), nmanee
MPEHNU30JIOHOTEpanuio B 103¢ 1,5 Mr/kr/cyT depes
por (MakcumaiibHas 03a 60 Mr/cyr), majiee He pa-
Hee 2—4 Hea cHmkeHue 0 1,0 MI/KI/CYT, KakIbie
2 Hen cHWKeHHe, B o3¢ 10 Mr/cyT B TeueHue 1 roma
u 6oee mocie JocTwkKeHus pemuccnu. C y4eTom an-
JIEPrUYECKHUX MPOSBICHUM JETSIM ¢ cuHapomMoM Yap-
ra—CTtpocca HCIHOJIB3YyeTCs TMPETHU30JIOHOTEPAITHSI
B J103¢ 2—1 MI/Kr/cyT 4epe3 poT, IpH JOCTHIKEHUH
PEMHCCHH — B CHIDKCHHOM J103€ MPOIOJKUTEIHHBIM
Kypcom [15, 16].

PasBuTHe TOKCHYHOCTH, MH(PEKIIMOHHBIX OCIIOXK-
HEHUd W WMMMYHOAC(UIUTHBIX COCTOSHUM, Ma-
nass  3(pQeKTUBHOCT HUTOCTATHYECKOH  IMTyJNbC-
tepanuu nukiodochanom y manuentoB ¢ ANCA-
ACCOIMUPOBAHHBIM BaCKYJIUTOM JIUKTYIOT U3MCHEHHE
CTpaTeruu MUToCcTaTudecKoi Tepammu |17, 18].

D. Jayne (2013) B HOBOI CTpaTerudl TEparHH
ANCA-accouMupOBaHHOTO BAaCKYJIMTa Ba)KHEHIINM
CUUTAET TOBBINICHUE S(PPEKTHBHOCTH, CHWKEHHE
TOKCUYHOCTH HMMMYHOCYIPECCHBHOW Teparuu Iu-
kiodochanom [17].

D. Jayne (2013), L. Guillevin (2013) pexomen-
IYIOT HCIOJb30BaTh METOTPEKCaT M MHUKO(QEHOJIAT
Mo(deTHII KaK ajbTepHATUBHYIO IHKIodocdany Te-
panuto 'y manueHToB ¢ ANCA—accolnupoBaHHBIM
Backynurom [17, 18].

B mporokonsr neuenuss marueHToB ¢ ANCA-
ACCOIMMPOBAHHBIM BaCKYJIUTOM BKIIFOUYEH HHIHOU-
TOp CHHTE3a HYKJICOTHI0B (MUKO(EHOIaT MO(ETHII).
F. Vanoni et al. (2010) nokazanu 3¢dekTHBHOCTS
Tepanuu Mukodenonar modermiom (MMD) npu mMu-
KPOCKOTTMYECKOM TOJTHAaHTHHTE y aeTei [15].

D. Jayne (2013) [17] ¢ yueTom matoreHeza ANCA-
ACCOLIMMPOBAHHOTO BacCKyJIHTa OOOCHOBBIBAET MpPHU-
MeHeHre y marueHToB antuten kK CD 20-moBepx-
HOCTHOMY aHTUTeHY B-nmumdormros—Rituximab.

CpaBHuTensHOe wuccnenoBanne J. Stone u co-
aBT. (2010) nemonctpupyet y narueHToB ¢ ANCA-
ACCOIMUPOBAHHBIM BacKyJIUTOM 3((eKTHBHOCTH Te-
paruy pUTYKCUMaOOM ¥ a3aTHONpUHOM. [lanueHTh
MOJTyYaJy IPEHU30JIOHOTEPAIHIO B TeUEHHE 6 Mec —
a3aTHONPHH WK pUTykcuMad. Yepes 18 mec aBTOphI
OTMETHJIM PEIMJUBBl Yy MAIMEHTOB, MOIYYaIOIINX
putykcumad B 32 %, y mOdTydaromuX a3aTHONPHUH B
29% [19]. Tepanusa anturenamu Kk CD 20-moBepx-
HOCTHOMY aHTureHy B-mumdornmros—Rituximab
npumensiercs npu ANCA-accolMmMpoBaHHOM BacKy-
JUTE y JIeTel, BKIIOYeHa B MPAKTUYECKUE PEKOMEH-
JIAIIH.

CumTaroT, YTO OTCYTCTBHE TEPANIEBTHUECKOTO (-
(exTa OT BHYTPHUBEHHOH MYJIbC-TEPATHA METHIITPE-
HU30JIOHOM WM IUKIOQochaHoM y JeTeid U B3poc-
JIBIX MAIIMEHTOB C TSHKEIIBIM TTOPaKEHUEM MOYCK HITH
JIETOYHBIM KPOBOTEUEHHEM SBIIACTCS TOKa3aHUEM
JUIs Ha3Ha4YeHus TiazmMadepes3a WiH BHYTPUBEHHBIX
uHby3uit ummyHono0ynuHa [10, 18, 20-23].

[Tnasmadepe3 B KOMOMHAIMN C UMMYHOCYIIPECCH-
eil, BiepBble MpUMeHEHHbIH nipu cunipome Goodpas-
ture B 1977 rogy, B TeUEHHE MHOTHX JIET CUUTACTCS
9 PEKTUBHBIM METOJIOM TE€PAITUH MAIIMEHTOB C TSKe-
JIBIM TIOPAYKCHUEM TIOUEK MIJIH JITOYHBIM KpOBOTEYE-
HUEM TIPH OBICTPO MPOTPECCHPYIONIEM C MOYEUHON
HenocrarouHocThio ['H, ANCA-accounnpoBaHHBIM
BackymurtoMm [ 10, 18, 20-22].

E. Wright et al. (2006) noka3zanu 3¢ppeKTUBHOCTh
ruiazmadepesa npu Backynurax y aereit [20]. G. Wal-
ters (2018) B 0030pe TuTepaTyphl JIeIaeT 3aKIFUeHHUE,
y nmereir u B3pocasix ¢ ANCA-accormupoBaHHBIM
BaCKYJIUTOM Tepanus IUia3Madepe3oM W IyIbC-
MIPETHU30JIOHOM CHMKAE€T PHCK DPa3BUTHS TEPMHU-
HaJBHOM CTaIUU MTOYEUHOH HemocTaTouHocTr [21].

BuyrpuBennsle MHQY3MH  HWMMYHOIIOOYJIHMHA
B no3e 0,4 1/Kr B TeueHHe 5 AHEH (ToTajbHas J103a
2 T/KT) IPUMEHSIOT Y JIeTeH U B3POCIBIX C TSHKEIBIM
ANCA-accounupoBaHHBIM PEHAIBHBIM BacKYJIUTOM
[10, 18, 22]. INonoxurenbhblil 3GHEKT UMMYHOTIIO-
OyIMHOB IIpH TpaHyjgemaro3e Berenepa m MUKpo-
CKOITMYECKOM IOJIMAHTUUTE OOBSICHIIOT UMMYHOpE-
TyIsTOpHBIM d(derrom, Onokanoii cesizu ANCA c
aHTUreHHsIMU MuteHsMu PR-3 u MPO nHa nosepx-
Hoctu HI, ctuMyssinueii cynpeccopHOi aKTUBHOCTH
T-nmumdonuros [10, 18, 22].

[Tpu pedpakTepHBIX K TEpanvy MPeTHA30JIOHOM
u muknodpochanom Tsokenvix Bapuantax ANCA-
ACCOLIMMPOBAHHOTO BACKYJIUTa y B3POCHbBIX TMalu-
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Tabnuua 3 / Table 3

OnpepneneHuns European Vasculitis Study Group B cnydasx ANCA-accouumpoBaHHOIro
BacKynuTta, 6asupylolimecs Ha THKeCTU U ctagum 3abonesaHuns [25]

European Vasculitis Study Group definition used in cases of anti-neutrophil cytoplasmic
antibody-associated vasculitis based on the severity and extent of disease [25]

Kateropusi Onucaxve

JlokannaoBaHHas
opraHMyeckyx Npu3HaKkoB

M3MeHeHNs CO CTOPOHbI BEPXHUX U/WUW HUXKHUX ObIXaTeNbHbIX NyTei 6e3 BOBNe4YeHUs OpYrux CUCTEM UK

PaHHs5a cuctemHas

3aboneBaHne 6e3 HapyLLeHns GYHKLMN OPraHOB WM YrPO3bl A5 KM3HU (XKU3HU HE yrpoxatoLLiee 3aboeBaHme)

[eHepann3oBaHHas | 3abonieBaHve ¢ BOBIEYEHMEM MOYEK UM APYrX opraHoB. CbIBOPOTOUHLIV KpeaTUHUH <500 MKMonb/n (Mnmn
5.6 mg/dl)

Taxenas [MoyeyHas He[OCTAaTOYHOCTb UM HELOCTATOYHOCTb APYIMX OPraHOB, CbIBOPOTOYHbIN KpeaTUHUH > 500 MKMonb/n
(nnn 5.6 mg/dl). Takke n3BeCTHas kak onacHas ois XXNU3HU (KN3HeyrpoxatroLas)

PedpakTepHas Mporpeccupytollee 3aboneBaHne, He OTBevaloLLee Ha Tepanmio rMoKoKopTUkonaamm n umknodpocdammaom

enroB L. Guillevin (2013) ob6ocHoBaHO Ha3HauEHHE
MOHOKJIOHANBHBIX aHTHTed K TNF-a (infliximab)
[18]. B HacTosiee Bpems Teparnus MOHOKIOHATbHBI-
mu antutenamu K TNF-a (infliximab) Bkimtouaercs B
MPOTOKOJIBI BeJIeHUS AeTeid u monpocTkoB ¢ ANCA-
BaCKYJIHUTOM.

YcraHOBIEHUE TTIaBHOW PONIM aKTHBALUM CHUCTE-
MBI KOMIUIEMEHTa IO albTepPHATUBHOMY IyTH € 00-
pazoBanueM C5a, C5a u C5aR (CD88) B matorenese
ANCA-accounupoBaHHOTO BacKyauTa [9—12] mpuse-
70 K pazpadotke 6mokxaropa CSa-penenrtopa [10, 23,
24, 25].

P. Bekker et al. (2012) [23], H. Xiao et al. (2014)
[24] coobumnu pe3ynsrarbl BTOpOi (as3bl KIMHH-
yeckoro uccinegosanuss CCX168 anraronucra CSa-
peuentopa npu ANCA-accounnpoBaHHOM MHKPO-
CKOITMYECKOM TOJIMAaHTUUTE.

B Hacrosiiee BpeMs 0cyecTBISIIOT U dpepeHIu-
POBaHHBIH MOJXOJ K TEparuy B 3aBUCUMOCTH OT CTe-
nenu Tsokectd U ctaann ANCA-accoruupoBaHHOTO
BaCKyJUTa y JIeTeld U TOIPOCTKOB, B3POCIBIX IMMAIH-
enros [1, 10, 17, 18, 20, 24, 25].

B coorBerctBum ¢ ompenenenueM  Euro-
pean Vasculitis Study Group (EUVAS) ANCA-
ACCOIMMPOBAHHOTO BACKYJIHMTa Y B3POCIBIX MalyeH-
ToB [8, 26], L.A. Plumb et al. (2018) [25] npuBeneHbI
KaTeropruu, OCHOBAaHHbIC HA TSYKECTU U CTaIHUU 3a00-
neanus (Tadmn. 3) B Mogudukamnuu.

Crnenyer oTMeTHTh, uTo npu MaHudecranuu ['H
¢ win 6e3 OIIIl y nereili n MoAPOCTKOB MOpa)keHHe
MOYEK MOXKET OBITh EIUHCTBEHHBIM TPOSBICHUEM
ANCA-accouuupoBaHHOTO BAaCKYJIHUTA YK€ B JIOKa-
JM30BaHHOM Kareropuu. B mpeacraneHHoit tabdm. 3
[25] o0o3HaueH YpOBEHb KpeaTMHHHA B TEHEpPasH-
30BaHHOW W TsKeNnoH Kareropuu (<500 MKMOIB/T H
> 500 MKMOJIB/TT COOTBETCTBEHHO) KaK Yy B3pPOCIBIX
MAallUEHTOB. Y JeTe YpOBEHb KpEaTUHUHA, KaK I10-
Ka3aTellb TeHEPAIN30BaHHON U TSAXKEIION KaTeropuu
ANCA-accolMUpOBaHHOTO BacKy/lIWTa, Ha CamMoM
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Jene HWke. B cooTBeTCTBUH C KiacCUPHUKALUSIMH
OIIIT o pRIFLE u KDIGO [27, 28] crparudukanus
TSDKECTU CTAIUN y JIETel OCYLIECTBIISIETCS 110 KpPHU-
tepusim CK®, oLieHeHHOH 10 KIMPEHCY KpeaTHHUHA
U CHIDKEHHIO TI09acOBOro oobema MouH [27] uiau mo
HapacTaHUIO KpeaTMHHHA OT HCXOJHOIO 3HA4YeHUs
U CHIDKCHHIO 1T0YacoBoro oorema mouu [28]. B me-
JIUaTPUYECKON He(POJIOTUN Y JIETeH, B OTIIMYUE OT
B3pPOCJIBIX NAIIMEHTOB, MpUHATO onpenesaT CK® no
KJIMPEHCY KpeaTHHWHA, PAcCYMTaHHOW Mo (dopmyse
Schwartz ¢ yueTom pocra.

L.A. Plumb et al. (2018) [25] omyOnukoBanu aj-
roput™ Tepanu ANCA-accolluMpoBaHHOTO BacKy-
nuta, pexomenaoBanubiii EULAR (2009) [26] nns
B3pPOCIIBIX MAlMEHTOB M AJANTUPOBAHHBIN Ui Je-
Tel (puc. 2). ABTOpHI NpeasaraoT 2 JUHUY Tepanun
ANCA-accouMupoBaHHOTO BacKyJIMTa B JIETCKOM
BO3pacrte [25].

ABtoputetHbiMH yueHbiMH L.A. Plumb, L. Oni.,
S. Marks, K. Tullus (2018) [25], crnenuanu3upyto-
mMMHUCS B 00JNacTH TeJuaTpUYecKoil Hedposoruy,
MOAMGUIMPOBAH Uil JETEH alropuT™M Teparuu
ANCA-accolMMpoBaHHOTO  BaCKyJHMTa, KOTOPBIN
obu1 paspaboran EULAR (2009) [26] mst B3pocCiibix
nanyeHToB. OnyOJIMKOBaHHBIM aJrOPUTM  Teparuu
ANCA-acconuupoBaHHOTO BacKynuTa y nereit [25] ¢
YUETOM TSKECTH U KaTeropuu 3a00JeBaHus SBISIETCS,
0€e3yCII0BHO, IPOTPECCUBHBIM M IPAaKTUUHBIM. Criesty-
€T OTMETHUTh, YTO UMEHHO MOpPaXKEHHE TIOYEK ¢ MaHH-
¢ecranmu ObicTpo mporpeccupyromiero ['H ¢ OINII,
TpeOyIOIIEro 3aMEeCTUTEIILHOW TIOYEYHOM Teparuu
TEeMONAIIA30M, OTIPEACIISET TxKEeCTh U ucxom ANCA-
ACCOIMMPOBAHHOTO BaCKyJIHTa y JIeTed U MOJPOCT-
koB. Jl7st meauaTprueckoil Hepoloruu HeoOXOIMMO
BKJIIOUEHHE aJITOPUTMA BEACHUS JAeTel U MOJIPOCTKOB
¢ ObicTpo nporpeccupytommm I'H u OIIT B mpoToko-
ne1 Tepanud ANCA-accormmupoBaHHOTO BaCKYIUTA.

Hcxon ANCA-acconnrpoBaHHOTO BacKyluTa y
JleTeil U MOJPOCTKOB OINpPENEsIoT CBOEBpPEMEHHas
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MHOoykuns pemumccunm
JlokanusoBaHHOe 3a6oneBaHue:
Tepanuisi KOpTUKOCTEPOUAAMU U METOTPEKCATOM
. MeToTpekcaTtom (10-15 mMr/m?)4epes poT uam napeHTepasibHO exeHenenbHO

. MNynbc-Tepanusa metTunnpeaHn3onoHom 30 Mr/m2/cyT unu 1-2 Mr/kr B TedeHne 4 Hep,, 6-8 Hefl, NPV NONOXUTENILHOM OTBETE
0,5 Mr/Kr B anbTEPHUPYIOLLEM PEXUME NPOOOIIKUTENbHBIM KYPCOM

FeHepanusoBaHHoOe 3a0oNeBaHue:
lynbc-Tepanus B/B unknogpochamua+ MetTnianpeaHmn30osIoH

. B/B umknodochammug, 0,5-1 r/m2 (c Me3HON Ans NPOGUNaKTUKA LUCTUTA) EXEMECHHHO B Te4eHne 6 Mec. AnbTepHATUBHBI
BapunaHT — umknodochamug 2—3 Mr/kr /CyT B TeHeHne 2—3 Mmec

. Mynbc-Tepanus B/B meTunnpenHuaonoH 30 mr/kr (He 6onee 1 1) Ne3, 3atem npeaHM30/10HOTEPanns Yepes pPoT
Tsaxkenoe/peHanbHoe UK XU3Heyrpoxaiowee 3abonesaHne/pedpakrepHoe 3abonesaHue:
Putykcumab (Rituximab), B/B umknogpocpamug, nnasmapepes:

. Rituximab 750 mr/m?/no3a B/B nHdy3umn (MakcumansHo 1000 Mr) yepes 2 Hefl, BCEro 2 BBEAEHUS

. Mnaamadepes (MNP): 5 unn 10 gHeli kypc 2 ob6bemamm MND ¢ 4,5 % pacTBOPOM anbbyMmmnHa

. MMMyHOrno6ynvHbl BHYTPUBEHHbIE MHAY3MKM (TOTasbHas 03a 2 r/Kr)

MopnepxvBatoulas Tepanus
JlokanusoBaHHoOe / paHee cucTeMHoe 3aboneBaHue:

. MeToTpekcat/Methotrexate 10—15 Mr/m? nosa exeHenenbHo unu azatnonpuH/Azathioprine 1,5-2,5 mr/kr/y/cyT B TedeHue
1 roga co crepongamu

FeHepanusoBaHHoOeE:
. AsaTnonpuH
. CrepougHas Tepanusi — NPeAHN30I0HOH 0,5 Mr/Kr B afibTEPHUPYIOLLEM PEXUME NPOAOIIKUTENbHBIM KYPCOM

BTopas nuHua Tepanum
JlokanuszoBaHHOe / paHee cMCTeMHoe 3aboneBaHue:
. MwukodeHonat modpetun (MMD)
leHepann3oBaHHoOe:
. Rituximab, Infliximab, MMF, unknodocdamng yepes pot

Puc.1. Anroputm Tepanuu ANCA- acCoLMpoBaHHOIO BACKYIUTa, OCHOBAHHbIN HA TAXECTU NMPOABIEeHNs 3a001eBaHNA 1 Ie4eHU ans
LOCTUXEHMS pemuccum u ctabunmsauum 3abonesanus. L.A. Plumb, L. Oni, S. Marks, K. Tullus (2018) [25].

Fig. 1. Atreatment algorithm for anti-neutrophil cytoplasmic antibody- associated vasculitis according to the severity of the presenting
disease and the treatment for both remission induction and maintenance of disease. L.A. Plumb, L. Oni., S. Marks, K. Tullus (2018) [25].

JUarHOCTHKA U JIEYEHHE BO3ZHUKIIMX JIETOUHBIX, KH-
LIEYHBIX KPOBOTEUEHMH, a TaKKe XUPYPrHUYECKHUX
OCJIO)KHEHMI LEHTPaJbHOIO BEHO3HOIO KareTepa
(IBK) [1-3, 10, 15, 16, 29].

VY4aursIiBast posib B pa3BUTUH U IPOTPECCUPOBAHNN
ANCA-accounupoBaHHOIO BaCKyJIUTa XPOHUUYECKON
BUPYCHOM, OakTepuaibHbIX HWH(EKUUH TOKa3aHa
MIPOTHBOBHUPYCHAs W aHTUOAKTEpUAIbHAs Teparusl.
JleueHnue BUPYCHBIX, OaKTEpHaIbHBIX, MUKOTHYECKUX
HHEKIUHA TOKHO CONMPOBOXKAATh KYpPChl HMMYHO-
CyIlIpeccHBHOM Tepanuu y aetei [8, 10, 15, 16, 29].

OIIIl BO3HMKaeT MpH MNEPBHIX MPOSIBIECHUSAX H
peunguBax ANCA-accOlMUpOBaHHOTO BACKYJIHUTA C
I'H y mereil 1 mogpocTKOB. 3aMeCTUTEIbHAS TIOYEU-
Has Tepanusi OCTPBIM JUAJIM30M II0Ka3aHa OOJbHBIM
getsim U noapoctkaM ¢ ANCA-acconuupoBaHHBIM
BackynuTtoMm U paszsutueM OIIIl. B pesynsrare 3a-
MECTUTENIBHOW II0YEYHOM Tepanuu TIeMOANATIN30M
OIIIT nmpu ANCA-accoMMpOBaHHOM BAacCKyJIUTE Y

JeTell U TOIPOCTKOB JTOCTUTACTCS BOCCTAHOBJICHHUE
MOYEYHBIX (DYHKLHMH, HE TpeOyIOUMX reMoauannsa,
BO3MOXKHBI JMajW3 3aBUCHMBbIC PELUAUBHI U MPO-
rpeccupoBanue OIIIl B TepMUHATBHYIO MOYEUHYIO
HenocTarouHocTs [1-3, 8, 10, 15, 16].

ITpu nporpeccuposanun OIIIl B TepMUHATBHYIO
MOYEYHYI0 HEJOCTAaTOYHOCTb JACTSAM M HOAPOCTKaM
¢ ANCA-acconMupoBaHHBIM BacKyJIUTOM TpeOyeTcs
3aMECTHUTENIbHAS MOYEUHAs Tepalus reMOIUaTIn3oM.
ITpu ncxome B TepMHMHAIBHYIO MOYEYHYIO HEIOCTa-
TouHOCTh mnanueHTaM ¢ ANCA-accouuupoBaHHBIM
pPEHAJbHBIM BACKYJIUTOM, IOJYYalOIIMM 3aMeCTH-
TEJIHYIO TIOYCUHYIO TEPaIrnio XPOHUYECKUM JUaH-
30M, IIPU JOCTH)KEHHH KIMHUYECKON SKCTpapeHallb-
HOW peMHcCuH 1 HopManu3anuu nokaszareneit ANCA
K PR3 u MPO BbInonHseTCS TpaHCIIaHTALUS TOYKH
[1-3,30, 31].

N. Besbas (2003), P. Cochat et al. (2013) [30,
31] ormewarot, yto Omaromapsi ajJeKBaTHOH HMMY-
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HOCYTIPECCHUBHOM TEPANUU PEIHMIAUBBI MHUKPOCKOIH-
YeCKOTO TOJMAHTUWATAa W TpaHyleMaTo3a Berenepa
B MOYCYHOM ajutorpadre sBISIOTCS B IeIuarpuye-
CKOHM TpaHCIUIaHTaUUM peaxodl npuurHou. Ilo man-
ueiM EUVAS (2009) [32], 5-neTHsst BBIKUBAEMOCTb
B3pocaeix manueHToB ¢ ANCA-acconuupoBaHHBIM
BaCKyJIUTOM COCTaBIIsIeT 85 %.

SAKJTHOMEHUE
B  memmarpuueckoil  HedposorMM  aKTUBHO
pa3pabarbiBaetcss  crparerusi  Teparmn  ANCA-

ACCOLIMMPOBAHHBIX BacKynuToB /Anti neutrophil cy-
toplasmic antibody vasculitides ¢ yderoM TspKecTH
u craauii 3a0oneBanus. B OOJBIIMHCTBE Ciydacs
ANCA-accolunpoBaHHBIX PEHATBHBIX BACKYJIHTOB Y
)leTeﬁ " IOAPOCTKOB MMCHHO IOPAXCHUC IMOYECK, Ma-
HUQecTHpYIoIee ObICTPO MPOTPECCUPYIOLIHM IO~
MEpYJIOHEQPUTOM C OCTPBIM TMOBPEKJICHUEM MOUEK,
OIpEeACIACT TAXKECTh U IMPOTHO3 NCXO0/la B TCPMUHAJIb-
HYI0 TIOUEYHYIO HE0CTaTOuHOCTh. [IpencraBmnser-
CA BAXXHBIM U HCO6XO):[I/IMBIM B MPOTOKOJIax TCparunnu
ANCA-accouMMpoBaHHOTO  BacKyJIuTa  BKJIIOYaTh
CTpAaTETHIO BEJCHUSI JIO IMalli3a ¥ Ha Tuali3e ObICTpO
MIPOTPECCUPYIOMIECTO [IOMEPYIOHEPPUTA C OCTPHIM
MIOBPEXACHNUEM TI0YEK Y JIETEN U TIOAPOCTKOB.
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HAYHYHAA CTATbA B AHTTIOA3BIMHOM MEOVILMHCKOM XYPHAIJIE.
HYACTb 2

JlaGopaTopusa a1eKTPOHHOM MUKPOCKONUK OTaAena naTtosiornm Hay4Ho-nccnemoBartenbckoro ueHTpa, MNepsbii CaHkT-MeTepbypreckunin rocy-
[apCTBEHHbIN MeaVLMHCKNI yHuBepcuTeT M. akag,. V.M. Naenosa, CaHkT-MNeTepbypr, Poccus; 2nabopaTtopus hapmakonorim noBefeHus oT-
nena ncuxodapmakonorum MHctutyta papmakonorum um. A.B. Banbamanra, MNepebiii CaHkT-MNeTepbyprcknii rocyaapcTBeHHbI MeaMUNHCKNA
yHuBepcuTteT uMm. akaz. W.M. Masnosa, CaHkT-MeTepbypr, Poccus

PE®DEPAT

[laHHas cTaTbs SBNSETCS NPOoA0IKeHNeM aHanmn3a n oobcyxaeHus KHurn npodgeccopa A.. HesopoTtuHa «MaTpuyHbin dpa-
3e0/10rM4ecknii cOopHMK: Nocobre No HanNMCaHWD Hay4YHOM CTaTbM Ha aHMNICKOM SA3bike». MaTpuyHbIN dpaseonormyecknii
CcOOpPHUK — 3TO CBOE0OPAa3HbIli KaTanor TeKCTOBbIX 00pa3L/0oB U3 cTaTein, 0ToOpaHHbIX N3 NepenoBbiX aHMMOA3bIYHbIX HAYYHbIX
XYPHAI0B U CUCTEMATU3NPOBAHHbIX TakUM 00Pa30oM, YTO NPU HANUCAHUK CTaTbM HA aHIMIMNCKOM A3blKe POCCUNCKNE nccne-
noBartenu MoryT 6e3 ocobblx YCUIUIA HANTU NPUMEpPBI, NPUroAaHbIe ANs TpaHchOopMaLMn B TEKCT UX COOCTBEHHOI paboThl.
Kpome Toro, oCHOBOI KaXaoro npumepa n3 cbopHuKa CryxuT maTpuua, KoTopas MoOXeT ObiTb Npeobpa3oBaHa COOTBET-
CTBYIOLLIMM 00pPa30M, COXPaHsisi CEMaHTUYECKME U CUHTAKCUYECKMEe OTHOLLIEHUS MeXay aN1eMeHTaMu 1, HakoHel,, BCTaBieHa
B TeKkCT. BTopas yactb gaHHOM paboThl NOCBSILLIEHA AeTallbHOMY pa3bopy 0COOEHHOCTEN UMTUPOBAHUS B aHM10S3bIYHON Ha-
Y4YHOI nuTepatype 1 pasgeny «[paBoMepHOCTb NOMOXEHUI nccnenyemoi npobdnembl»
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10 HAITMCAHUIO HAayYHOU CTaThU HA aHIJIMMCKOM SI3bI-
ke» [1]. Bce mpoune cChUIKH B KBaJpaTHBIX CKOOKax
Jlajee Mo TEKCTY MPUBEICHBI B KAYECTBE BUPTYallb-
HBIX TIPUMEPOB U HE COOTHOCSTCS C KOHKPETHBIMH
Ty OUKAITUSIMHU.

Bropast wacte nmaHHO# pabOTHI MOCBAIICHA -
TalbHOMY pPa300py OCOOEHHOCTEH IMTHPOBAHUS
B AHDIOS3BIYHON HAyYHOW IUTEpaType W pasieiry
«IIpaBOMepHOCTH MONOKEHUH UCCIIEeAyeMO TIpolITe-
MBI,
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IIpumMepshl CCHLIOK HA JIMTEPATypHbIE MCTOY-
HUKHU (IUTHPOBAHUE)

(CCBITKM Ha aBTOPOB, PETYIISIPHBIC CTAThH, 0030PEI
1 JTUTEPaTypy B LIETIOM)

1. These findings have been shown (document-
ed) by... Bepcus 1: ... Smith [18]. Bepcus 2: ...Smith
and Farquhar [31]. Bepcus 3: ...Smith et al. [21-26].

Ilepesoo: DT nmaHHbIE OBUTM TIOKa3aHBI (IOKY-
MEHTHPOBAHBHI)...

2. Smith reported ... Bepcus 1: ... this phenom-
enon in 1992 [42] (Cmut coobmun (B BUAC IMTyOTH-
Kauu) 00 3ToM GeHoMene). Bepcus 2: on this phe-
nomenon to the American Society of Pathology in
1992 [13].

Ilepesoo: ... coobmmi... Bepcus 1: 06 atom de-
HoMmeHe B 1992 [42] (uMeeTcs B BUAY: B BUIE ITyOIH-
kammw — A. H.); Bepcns 2:...(B ycTHOM moknane) o0
sToM (Qeromene Amepukanckomy OOmectBy Ilaro-
qgoruu B 1992 1. [13] (cchlika Ha UCTOYHUK TTOAPA3-
yMeBaeT MOCIEAYIONIYI0 MyOIUKAIMI0 MaTepruajIoB
moximama — AH.).

3. Smith was first to show... Bepcus 1: ...that this
drug is effective in asthma [42].

Ilepesoo: CMuT oKazalics MEePBBIM, KTO MTOKa3all,
9TO0...

4. Farquhar and Smith both reported that this
drug is effective in asthma [11, 42].

Ilepesoo: kax Cmut, Tak u Papkyxap coOOIHIH,
9TO0...

5. There are two reports on the effectiveness of
this drug in asthma [3, 18].

Ilepesoo: VImerotcest 1Ba COOOMICHHS O...

6. Smith, while studying this drug, described
that it can be effective in advanced breast cancer [53].

Ilepesoo: B xome nccaenoBaHus dTOTO IIpenapara
CMHT ONHUCHIBAJ, YTO...

7. Many workers studied this phenomenon either
biochemically or morphologically [18, 21-26, 31].

Ilepesoo: MHOTHE HCCIIeA0BATEN H3YYAIH ...

8. The study by Smith et al. (1992) suggests that
this drug is effective in asthma [11, 42].

Ilepesoo: UccnenoBanne CMHUTa M COABT. HABOIUT
Ha MBICITh (BBIIBUTAIOT TIPEATIONOKEHHS) O TOM, UTO...

9. The study performed by Marchesini et al. re-
corded optical parameters of this tissue only at wave-
lengths 514 and 633 nm [20].

Ilepesoo: B nccnenoBaHuy, BEITOJIHEHHOM Map-
YE3WHU U COABT. ..., OBTH OTMEYEHBI ONTHUMAaJIbHBIC
apaMeTpel. . .

10. The similar observations have been made
by Smith et al. in 1999 [16].

Ilepesoo: TlogoOHbIC HAOTIONCHUS OBIITN CICITAHBI
CMHTOM U COaBT. ...

11. The possibility of this process was raised in
1996 by Smith [43].

Ilepesoo: (Bompoc 0 BO3MOXXHOCTH) ATOTO TIPO-
1ecca ObLT TTOTHSAT. .

12. Smith raised the question of whether (how;
in what way; to what extent) this drug can be as-
sociated with the analgesic effect [13].

Ilepesod: CMUT MOCTaBUII BOTIPOC O TOM, MOXKET
M (Kak; KakuM o0pa3oM; MO0 KaKoi CTEMeHH) 3TOT
mpernapar MOXeT ObITh CBSI3aH ...

13. A preliminary report of these findings (on
these data) ... Bepcus 1: ... was published elsewhere
[3]. Bepcust 2: ...appeared in abstract form.

Ilepesoo: TlpenBaputenbHOE cOOOIIEHHE 00 ITUX
JaHHBIX ... Bepcws 1: ...0bUT0 OMMyOJUKOBAHO B CBO-
em mecte [3]. Bepcus 2: ... mosBIIIOoCh B opme
pestome [3]. (Ilo mpaBuIaM COTUIHBIX >KYpPHAJIOB
myonuKamus 1yonukara paboTel B IPYTOM MECTE HE
paspelieHa; JONyCTHMa JIMIIL KpaTKas OMyOJIHNKO-
BaHHAs BEpCHUsl B TPyJax Pa3IMYHBIX HAyYHBIX (o-
pymoB. — A.H.).

14. Preliminary accounts of this work can be
found elsewhere [6].

Ilepesoo: ..IlpenBaputenbHble cO0OOMmEHUs (OT-
4eTbl) 00 3T0i paboTe MOTryT ObITH HaliIeHBI B APY-
T'OM MECTE...

15. The (A more) detailed discussion of this top-
ic (issue) may be found elsewhere.

Ilepesoo: (bonee) neraibHOE 006CYKIEHUE IO ITO-
My TIpeIMEeTy MOXKET ObITh HalZIEeHO B IPyTOM MecTe.

16. The assessments were done as previously
described (pointed out) [16].

Ilepesoo: PacdeTpl nemamuch Tak, KaK OMHUCAHO
(yxazaHo) panee.

17. In the light of recent findings (data) by
Smith et al. [34], this interpretation seems to need
further corroboration.

Ilepesoo: B cBeTe HenaBHUX HaXOIOK (JIaHHBIX)
CMHTa U COABT. MPEACTABIISICTCS, YTO 3Ta UHTEPIIPE-
Taluus HY>XKIacTCs B ﬂaJ’IBHeﬁIHeM IMOATBCPIKACHUHU.

18. The review by Smith [18] is used as a fre-
quent source for references.

Ilepesoo: rot 0630p Cmura [18] ucnomb3yercs
KakK HMCTOYHHUK IJI1 MHOTHX CCBIIOK (‘IaCTO HCITIOJIb-
3yeMBblil).

19. That approach has been chosen on the basis
of new literature.

Ilepesod: DTOT moaxoj ObLI BHIOpaH Ha OCHOBE
HOBOM JIUTEPATYPHI.

20. The literature is replete with the data that
this drug is effective in inflammation.

Ilepesoo: Jluteparypa OyKBalbHO IEpETIOTHEHA
JaHHBIMH O TOM, 4YTO...
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21. There are three common features that describe
a combinatorial chemistry project (reviewed in refs.
2-9).

Ilepesoo: ... (1o 0030paM B CChUTKAX 2—9) NMEIOT-
CA JIMIIb TPU O6HII/IX YCPThl, KOTOPBIC ONMCBIBAIOT...

22. ... (for review, see De Kruijff, 1987; De
Kruijff, et al., 1985, and references therein).

Ilepesoo: B xauecTBe 0030pa JINTEPATYPHI U CChI-
JIOK B HEM.

23. 1 apologize to all researches to whose origi-
nal contributions I could only refer via reviews by
others.

Ilepesoo: IlpuHonty U3BHHEHHUS BCEM HCCIICIOBA-
TCJIAIM, HAa YbW OPUTHHAJIBHBIC TPYABI 1 CMOT COCJIaTh-
csl TOJBKO uepe3 0030pbl Apyrux (aBropos). — Pen-
KOCTb, a ajb! — A. H.

OO0mme nmpuMedanus.

O6mre MaTepuaia 1mo JaHHOMY pa3ieiny 00ycIoB-
JIEHO peaJIbHOM CUTyalluel: MOJHOTEKCTOBAasl CTaThs
B HauboJee MPECTHIKHBIX )KypHAJIaX COCTABISET OT
50 u Oonee MUTUPYEMBIX HCTOYHHUKOB. [lepeBosp! He-
KOTOPBIX (ppa3 HECKOIBKO U3MEHEHBI 110 CPABHEHHIO
C OpUTHHAIIBHBIM TeKkcToM MoHorpaduu A.M. Heo-
poTuHa G6iarogaps HOBOMY OIBITY aBTopa, pruodpe-
TEHHOMY 3a MOCJETHNE ABAILATh JIET IPH YTEHUHU U
HaIMCAHNU aHIJIOA3BIYHBIX CTATeH.

IMPABOMEPHOCTHh MNOJOXEHUN MHC-
CJEAYEMOM NPOBJIEMBbBI

HeuTo BepHo (HEUTO JI0Ka3aHO, IOKYMEHTHPOBa-
HO, HE BBI3BIBACT COMHEHUI).

1. The fact that exocytosis is preceded by Ca?*
release is well proved (established) in three inde-
pendent series of experiments.

Ilepesoo: Cam cepusix DKCIIEpUMEHTOB (hakr,
YTO... JIOKa3aH (YyCTaHOBJICH) B TPEX HE3aBUCHMBIX.

2. It seems well documented that exocytosis is
preceded by Ca** release.

llepesoo: llpencrapisieTcss XOpoIIO JTOKYMEHTH-
POBAaHHBIM TOT (PaKT, UTO...

3. This argument is (appears to be) convincing
(compelling) due to recent findings by Smith et al.
[33].

Ilepe6o0: ITOT apryMeHT SBIsIeTCs (TIPeaCTaBIs-
eTcsi) yOenuTenbHbIM (HEOTpa3suMbIM) Oarozaps...

4. It is noticeable that LTP can be generated be-
yond the hyppocampus.

llepesoo: llpumeuaTensHo, UTO. ..

5. This notion (The same; The reverse) is (ap-
pears to) be also true of... Bepcus 1: ...our findings.
Bepcus 2: ...the fact that exocytosis is preceded by
Ca? release.
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Ilepesoo: D10 monmoxkenue (To e; 00paTHOE ITO-
My) CIpaBelIuBO (MTO-BUIUMOMY CIIPABEIJINBO) U
mis... Bepens 1: ...Hamux naHHbeix. Bepeus 2: ...ca-
Moro ¢akra, 4To...

6. The fact that exocytosis is preceded by Ca*
release is beyond doubt (leaves no room for doubt).

Ilepesoo: Tot akrt, 4ro0... BHE COMHEHHH (HE
OCTaBJISICT MECTA JIJIS COMHCHHH ).

7. There is no doubt...Bepcus 1: ...that exocy-
tosis is preceded by Ca?' release. Bepcus 2: ...about
the fact that exocytosis is preceded by Ca?* release.

Ilepesoo: Her comuenwmii... Bepcus 1: ..9To0...
Bepcusi 2: ...OTHOCUTEIBHO TOTO (aKTa, 4To...

8. The HIPER model as described seems to hold
for both verbal and figural (nonverbal) materials, and
largely too for both hemispheres.

Ilepesoo: ITa MoaeNb B TOM BHIIE, B KOTOPOM OHA
OIIMCaHa, KaXXCTCs HpaBHHLHOfI KaKk ajd ..., TaKk |
(Taxoke M), B 3HAYUTENLHOW Mepe, JJIA...

Heuto BeposiTHO (BO3MOXHO, PE30HHO, B TOM
YUCJIE C OTOBOPKAMH).

1. It is possible (probable) that this laser can be
used for certain skin pathologies.

Ilepesoo: Bo3MOXKHO (BEpOSITHO), UTO...

2. There is a definite possibility that this laser
can be used in dermatology.

Ilepesoo: YcTaHOBIEHA BOZMOXXHOCTD TOTO, YTO...

3. The application of this laser in dermatology
should be considered a possibility.

Ilepesod: BO3MOXKHOCTH TOTO, YTO (MCITOIB30Ba-
HUE ... CIIEJ[yeT CYUTATh BO3MOKHBIM)...

4. The possibility of the application of this laser
in dermatology was raised... by Smith [23] Bepcus
2: ...on the basis of preclinical studies [4, 6, 12].

Ilepesoo: (Bompoc 0) BO3MOXHOCTH... OBLT IOJ-
HSIT... TAKAM-TO aBTOPOM. Bepcust 2: ...Ha OCHOBAHUH. ..

5. Smith et al. raised the possibility that this la-
ser can be used in dermatology [4, 6, 12].

Ilepe6oo: Bo3MOKHOCTB TOTO, YTO... ObLIa BBICKA-
3aHa (BeIABUHYTA) CMUTOM.

6. The results of recent preclinical studies offer
a unique opportunity to apply this laser in derma-
tology.

Ilepesoo: Pe3ynbraThl HEMABHUX TOKIUHUICCKUAX
HUCITBITAaHUI moapasyMeBarOT YHUKAJIBHYIO BO3MOX-
HOCTb IPUMCHUTB...

7. It seems highly likely that this laser can be
used in dermatology.

Ilepesoo: TlpencraBnsercs B BBICIICH CTETICHU
BEPOATHBIM, YTO...

8. Itis likely, although not established precisely,
that this laser can be used in dermatology.
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Ilepesoo: BeposTHO, XOTS ¥ HE YCTAHOBJIEHO TOY-
HO, YTO...

9. Although there is strong evidence that a sin-
gle active zone releases only a single vesicle [13], this
condition may not hold under all circumstances.

Ilepesoo: XoTa NMEIOTCSI YOCTUTEIbHBIC CBUIC-
TENbCTBA TOIO, YTO..., 3TO YCJIOBUE, BO3MOXKHO, HE
cobromaeTcs Mpu JIIOOBIX 00CTOSTEIHCTBAX.

10. It seems not unlikely that this laser can be
used in dermatology.

Ilepesoo: Ham He KaxXeTcs COBCEM YK HEBEPOST-
HBIM TO, 4TO...

11. It would seem reasonable to study the ap-
plication of this laser in dermatology.

Ilepesoo: bp1no OBl PE30HHBIM HCCIICAOBATH MIPH-
MEHEHHE. ..

12. It is conceivable that this laser can be used in
dermatology.

Ilepesoo: BeposTHO (IIpENCTaBISCTCS BIIOITHE Pe-
30HHBIM), YTO...

Obwee npumeuanue 051 mpex NOCIEOHUX NYH-
KMOoG: asmop CO3HAMeNbHO Jicepmayem OyKealb-
HOU MOYHOCMBIO Nepesooa padu nepeoadil CMulCid
@pas ¢ yuémom ocobennocmeil MeHmanumema pyc-
CKOA3LIYHO20 YHUEHO2O.

Heuto coMHMTENBHO (MOXET BBI3bIBATH COMHE-
HUA).

1. We doubt (are in doubt)... Bepcus 1: ...about
the applicability of UV lasers in dermatology. Bepcus
2: ...that (if; whether) UV lasers can be applied in-
dermatology.

Ilepesoo: Mul comHeBaemcsl... Bepens 1 ... B 11e-
7eco00pa3HOCTH TPUMEHEHUs (IPUMEHUMOCTH)...
Bepcus 2: 4to ... MOTYT JH... OBITh IPUMEHEHHL. .

2. It is doubtful that (whether) UV lasers can be
applied in dermatology.

llepesoo: COMHHUTENBHO, YTO (MOTYT JIX) ... OBITH
[IPUMEHEHHBI ...

3. Recent data cast doubt on the applicability of
UV lasers in dermatology.

Ilepesoo: HenaBpHue NaHHBIC BHI3BIBAIOT CHIILHEIC
COMHCHUS B IPUMEHUMOCTH...

4. Recent experimental data leaves room for
doubt as to the applicability of UV lasers in derma-
tology.

Ilepesoo: HenaBHME KCTIEPUMEHTATIBHBIC JAHHBIC
OCTABJISIFOT TTOYBY JIJISl COMHEHH OTHOCHTEINBHO...

5. Although we hesitate to identify dopamine
level with motivation, these data clearly demonstrate
that dopamine levels are related to motivation and re-
ward.

Ilepeoo: Xotsi MBI KOIeOJIeMCsl OTHOCHTEIBHO
uieHTH(UKAIY (He peraeMcs UICHTUDHITUPOBATS ) ...

6. Some reservations remain about the applica-
bility of UV lasers in dermatology.

Ilepesoo: Xots (y Hac) 0CTAIOTCSI HEKOTOPHIE CO-
MHEHWUS (CACPKAHHOCTH) OTHOCUTEIBHO. ..

7. The authors express reservations (caution)
about extrapolating the in vitro finding to in vivo
conditions.

Ilepeoo: ABTOpPBI BBIPAKAIOT CHECPKAHHOCTH
(OCMOTPUTENBLHOCTH) TIO TIOBOJLY...

OO0riee mMpUMEYaHWE OCTACTCS TEM XKE, UYTO U B
NPEABLIYIIEM pa3Jielie.

Heuto HesicHo (Bonpoc HesiceH, TpeOyIOTCs MMo/I-
TBEPKICHHS UITH JI0OKAa3aTeIbCTBA).

1. It is not quite clear if (whether) the NDMA
receptor is actually involved in memory formation.

Ilepesoo: He BIomHE SICHO, BOBJICUEH JIH. ..

2. It has been not shown for certain whether the
NDMA receptor is actually involved in memory for-
mation.

Ilepesoo: Bcé emé He yCTaHOBICHO JTOCTOBEPHO,
BOBJICUYCH JIH...

3. Uncertainty remains as to the involvement of
this receptor in memory formation.

Ilepesoo: Coxpansercs HesICHOCTh (Heompene-
JNEHHOCTH) BOBJICUCH JH (OTHOCUTEIIPHO BOBJICUEH-
HOCTH) ... .

4. The relevance of this drug to memory consoli-
dation remains poorly understood.

Ilepesoo: Tlpu4acTHOCTh YE€TO TO K... OCTACTCS
MaJIO IOHSITHOM. ..

5. An important unsettled issue is...Bepcus 1:
..the involvement of this receptor in memory for-
mation. Bepcus 2: ...whether the NDMA receptor is
actually involved in memory formation.

Ilepesoo: BaxxHbIM, HO BCE emIE HEPEIIeHHBIM BO-
nmpocowm, sABiseTcs... Bepcus 1: ...BoBieuenue... Bep-
CHUsd 2: ... BOBIICYEH JIN...

6. There is some evidence of the involvement of
this receptor in memory formation, unfortunately....
not well documented.

Ilepesoo: VIMEIOTCS HEKOTOphIE CBHIICTEIHCTBA
TOTO, YTO ... K COXAICHHIO, HEJIOCTATOYHO JIOKYMEH-
TUPOBAHHBIC

7. These findings are too few to arrive at any
conclusion.

Ilepe6oo: DTUX NAHHBIX CIUIIKOM MAajio, 4TOOBI
c/ieNaTh Kakoe-JIM0o 3aKIIoueHHE.

8. The involvement of this receptor in memory
formation require further experimental corrobora-
tion.
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llepesoo: ®axT BOBIEYEHHOCTH... TPEOYET Jailb-
HEHIIIeTo OKCIICPUMCHTAJIBHOI'O IMOATBEPKIACHMA.

9. Proof awaits the demonstration that the
NDMA receptor is actually involved in memory for-
mation.

Ilepesoo: JleMOHCTpanus TOTO, YTO ..., OKUATACT
JIOKa3aTeNnbCcTBa (BCE emé TpeOyeT MOoKa3aTelabCTB
TOTO, YTO...).

10. Whether the NDMA receptor is actually in-
volved in memory formation remains to be proved
(decided; solved; demonstrated ).

Ilepesoo: BomieuéH (ydacTByeT) Jid B JCHCTBH-
TEJILHOCTH... OCTACTCsl JIOKa3aTh (PEIIuTh; yCTaHO-
BHTB; WX TIPOIEMOHCTPHUPOBATH HATJISIHO).

HeuTo MaJj10 BepOSITHO (BEPOSITHOCTH HEBEJIUKA).

1. It seems hardly likely, however, that this drug
can cause obesity as a side-effect.

Ilepesoo: OnHAKO TIPEICTABISETCS €Ba JIM BEPO-
SATHBIM, 4YTO...

2. This side-effect seems (appears) unlikely,
however, due to a low dosage of the drug.

Ilepesoo: Opnako maHHbIM 1M000YHBIA 3ddekT
TOTO, UTO... KakeTcs (MPEeICTaBIsAETCs), MaIOBEPO-
SATHBIM ...

3. It does not seem (appear) likely that this drug
can cause obesity as a side-effect.

Ilepesoo: He xaxercs (IO-BHAUMOMY, HE TIpe-
CTaBIIAETCS) BEPOSATHBIM, UTO...

4. We reject this model (notion; idea) as unlike-
ly (hardly likely).

llepesoo: Mbl oTBepraeM (OTKIOHSEM) 3Ty MO-
nenb (TpeacTaBieHue, UAC0) KaK MalOBEPOSITHYIO
(emBa 1 BEPOSITHYIO).

5. However little (no_clear; insufficient) evi-
dence for this side-effect is available, we still believe
that this drug can cause obesity at higher dosages.

Ilepeso0: omHAKO HACKOJIBKO HU OBUTO OBl HE3HA-
YUTCIIbHBIM (HeﬂCHBIM, He}IOCTaTOT-IHLIM) CBHUICTCIIb-
CTBOM B IOJIB3Y... (OJJHAKO MMEETCsS JIMIIb HEI0CTa-
TOYHOE, HESICHOE, HEYETKOE CBUJICTEIICTBO B TOJIB3Y
TOTO, YTO...).

HeuTo He BepHO (HEYTO HEBO3BMOXHO, HE TIPHEM-
JIeMO, OTBepraercs).

1. It is at present impossible to discriminate be-
tween endocytic and exocytic microvesicles without
specific markers.

Ilepesoo: B Hactosiee BpeMsi HEBO3MOXKHO yCTa-
HOBUTDB pas3jinvyus MCXKIY...

2. The discrimination between endocytic and
exocytic microvesicles is not possible unless specific
markers are used.
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Ilepesoo: ...YCTaHOBIEHUE PA3IAYUN MEXKIY ...
HEBO3MOXHO, €CJIH TOJILKO HE UCTIONIb30BATb...

3. It is seems inconceivable that endocytic and
exocytic microvesicles can be discriminated without
specific markers.

Ilepesoo: Kaxercs HEBEpOSTHBIM (HE BEpUTCH),
qTo...

4. There is no substance in belief that endocyt-
ic and exocytic microvesicles can be discriminated
without specific markers.

Ilepesoo: Het ocHoBaHui nojaraTh (CyTH, Ha KO-
TOPYIO MOJKHO TIOJIOKUTHCS ), UTO...

5. There was no support for the notion that en-
docytic and exocytic microvesicles can be discrimi-
nated without specific markers.

Ilepesoo: ...IlpencraBnenue o TOM, 4TO... HE UMe-
€T MOAJEPKKH (TIONTBEPKICHHUS).

6. At present, there is no generally accepted
mechanism that would explain the phenomenon of
transformation of electrical signals in memory.

Ilepesoo: B nactosiee BpeMst HET OOIIETIPUHSITO-
ro (MPU3HAHHOTO BCEMH) MEXAaHMU3Ma, KOTOPbI 00b-
SICHHLT OBL...

7. None of these theories has gained general ac-
ceptance.

Ilepesoo: Hu onna u3 3TUX Teopuil He noOnIach
BCEOOIIEero MPU3HAHMUA.
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13 aBrycra 2019 roga wcmomamiocs 70 et 3a-
BemytomemMy Kadenpoil GpakyIsTeTCKON Tepariy Me-
murrHCKoro (akynasrera Cankt-IleTepOyprekoro ro-
CYIapCTBEHHOTO YHHUBEPCHUTETA, TOKTOPY MEIHUIIMH-
CKHX Hayk Tpodeccopy Aiekcannpy HukomaeBmay
[Iumkuny.

Anexcannp HukomaeBud pomuics B JleHuHTpaae
B cembe TreosioroB. Emé B mKone y Hero BO3HUK MH-
Tepec K MEAWIIMHE: OH aKTUBHO yYacTBOBAJ B TOPOJ-
CKHX COPEBHOBAHMSAX INKOJIHHBIX CAaHWUTAPHBIX JAPY-
JKUH, TIOTYYHJI CIIeIIMANTBHOCTh JabopaHTa peHTre-
HOBCKOM naboparopun. B 1966 romxy mocie okonda-
HUS ITKOJIBI TTIOCTYTIFUI Ha JIedcOHbIN (akymbTeT Jle-
HUHTPAJICKOTO CAHUTAPHO-TUTHEHNYECKOTO HHCTHTY-
ta (aerHe CankT-IletepOyprekuit CeBepo-3anaaHbIi
MEITUITMHCKWNA yHuUBepcuTeT uM. V.M. Meunukosa).
B uHCTHTYTE aKTHBHO 3aHWMAJCS HAyYHBIMU HCCIIE-
JIOBaHUSAMH Ha Kadeape MporefeBTUKA BHYTPEHHIX
oonesneii. CTaHOBJIEHHE €70, KaK HCCIIeI0BaTEs, Ha-
4aJoch eni€ B CTyJIEHIECKHE TObI, KOTJIa UM MTPOBO-
TUTHCH HAayIHBIE PaOOTHI B 00JIACTH FaCTPOIHTEPOIIO-
UM, OTMEUEHHBIE Ha KOHKYPCE CTY/IEHIECKHIX PadoT.
ITocne oxonyanms wHCcTUTYTa B 1972 Tomy paboran
B JIecHWHTpaICKOI 00JIaCTH OPIUHATOPOM TEPAIICBTH-
YECKOTO OT/ICIICHHS palfOHHON OOBHHUIIBI, 3aTeM OBLIT
MPU3BaH Ha BOCHHYIO Ciayx)0y. B 1973-1975 romax
ciryxuni Ha CeBepe B paKeTHBIX BOMCKaX CTpaTeruye-
CKOTO Ha3HA4YEeHHs B JODKHOCTH Ha4daIbHUKA MEIH-
IIMHCKOH CITy>KOBI pakeTHOM 6a3b1. Bo BpeMst CTy»)ObI
OKCTEPHOM CJall KaHIMIATCKUE DSK3aMEeHBI M0 HWHO-
CTpaHHOMY S3bIKY 1 prutocoduu. B 1975 rogy oH Bo3-
BpaTWICS B CBOIO alma mater Ha kadeapy TOCITUTAIb-
HOH Teparmu. Pabotas GOMBHUYHBIM OpIUHATOPOM
HEePPOIOTHIECKOTO OTICICHIS Kadeaphl TOCITUTAIh-
HOH Tepamuu, a 3ateM U Kapeapsl (paKyIbTeTCKOH Te-
panmu JIeHHHTPaACKOTO CaHUTAPHO-TUTHEHNIECKOTO
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MEINLMHCKOTO MHCTUTYTa, Anekcanap HukomaeBuu
YCHENHO coveTa jJedeOHyro, HayuyHyI0 U Meaaroru-
4ecKyto paboty. PaboTtass MHOTHE TOIBI B KIMHHUKAX
uHctutyTa, A.H. Illnmkun npomén myTs OT opAu-
HaTtopa J10 3aBenymomiero kadeapoit. Ero HayuHble
M3bICKaHHUST WMENH YETKO BBIPAKEHHYIO TpPaKTHYe-
CKYyIO HalpaBJIeHHOCTh. Anekcanap HukonaeBnd Ky-
prpoBan HeQPOIOTUIECKYIO KIMHUKY U B HAyYHBIX
UCCIIeIOBaHUsIX 0c000e BHUMaHUE YICTsUT BOIIPOCcaM
Hepponorun. Tak, B KaHIUAATCKOW JAMCCEPTALUN
(1984 1.), MOCBAMEHHON HM3YYEHUIO OCOOCHHOCTEH
TEUCHHs PA3IUYHBIX KIMHHKO-MOP(OIOTHIECKUX
(hopM riToMepyIIoHePpuTa, OBLITH PACCMOTPEHBI U BO-
MIPOCHI KITMHUKO-TPYA0BOT0 porHo3a. bosnkIoe BHU-
MaHUe B TOT nepuoj Anekcannp HukomaeBud ymemnsiin
KIMHAYECKOW MOPQOIOTHUH, MPOBOIS IJIEKTPOHHO-
MUKPOCKOTIMYECKUE HCCIICAOBAHUS MTOYCUHBIX OHO-
ntaroB. MM Obutn pa3zpaboTaHbl METOIBI BUPYCOJIO-
TUYECKOM TUarHOCTHUKH, OTpe/eIeHbl IPOTHOCTHYE-
CKHE KpUTEpHH TIIoMepyIoHeppuTa. B nanpHeimem,
HayuHble uHTepechl A.H. IlumkuHa Takxke Obun
HaTpaBjiIeHbl Ha pa3paboTKy aKTyaJlbHBIX MpoOiIeM
KIMHUYeckol Hedpoiorud. OCHOBHOE BHUMaHHUE
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OH COCpEJIOTOYMII HAa H3YyYCHHU CIIOPHBIX BOIPO-
COB 3THOIATOTeHEe3a He(PPOTUYECKOr0 CHHIpOMA, a
TaKke OIIEHKE BO3MOYKHOCTE COBPEMEHHOW Tepa-
muu. JloxTopckas maucceprarus (1995) Anexcanapa
Huxomaepnua OblTa MOCBSINEHA W3YYCHUIO HMMY-
HOTCHETHUYECKUX, WHQPEKIMOHHBIX, KIMHUYCCKHUX,
OMOXUMUYECKUX, MOP(OTOTHIECKUX AaCMEKTOB He-
(dpoTryecKoro CHHApPOMA MPH MEPBUYHBIX U BTOPHY-
HbIX HedpomnaTusx. VM ObLI pa3paboTaH U yCIEUIHO
MPUMEHEH METOJl JICYCHHUs] OONBHBIX C TIIOMEpPYJIO-
HepputoMm anbda2-untepdepoHoM. B Te ke roubl
B coapyxecTtBe ¢ Mopdosoramu A.H. HIumkuabIM
OBUTM TIPOBEJICHBI TIPUOPUTETHBIC MCCIICOBAHUS TI0
H3YUYCHHIO YIBTPACTPYKTYPHI JIMM(paTHUECKON CUCTe-
MBI TIOYKH [TPU PA3NINIHBIX HEPPOTIATHAIX. 3aHUMASICh
MHOT'O JIET IEKTPOHHOW MHKPOCKOIMEN MOYEYHBIX
OMONTaTOB, OH TaKXe CTal IIUPOKO M3BECTECH Kak
OJeCTAINT KIMHIYECKUI MOPQOIIOT.

B 1996 r. oH cTay mepBhIM 3aBeAyONIUMM Kade-
JpOi Tepanuu MeIuIMHCKOrO (akynsrera CaHKT-
[eTepOyprckoro rocylapCTBEHHOTO YHUBEPCHTETA.
B 1999 r. emy mpucBoeHO 3BaHue mpodeccopa. B
9TOT TEPHOJ] B MOJHOH Mepe PacKphIBACTCS TaJIaHT
Anexcannpa HukonaeBrnya kak opranusaropa, Bpayia,
MperoaaBaTessi 1 HAyYHOTO PYKOBOJUTEIIS.

Nwm omy6imkoBano 6osee 650 HaydHBIX padoT, B
ToM uuncie yueOHukn «bonesnu mouek», «llpome-
JICBTUKA KJIMHUYECKUX TUCHUIUINH», «BHyTpeHHue
Oonesnny, «lepuarpus», «JledeHne nanmeHToB re-
puarpudeckoro npoduis», peKoMeHI0BaHHbIE Mu-
HHUCTEPCTBOM BBICIICTO M TPO(HEeCCHOHATHLHOTO 00-
pazoBanus, 4 moHorpaduu, 15 yueOHBIX MOCOOHIA.
A.H. umkun — aBTop 3 m300pereHuil. Ayekcanap
HuxkonaeBuu perynsipHO y4acTByeT B Pa3UYHBIX Ha-
YUHBIX KOH(EpeHIHIX U KOHTpeccax kak B Poccuw,
TaK U 3a pyoexoM. MM ObUTH M3y4eHbI MHOTHE BO-
mpockl 3a0o0yieBaHUil BHYTPEHHUX OpraHoBs. B rmo-
CII/IHUE TOJbl Hay4HbIe HHTepechl Anekcanapa Hu-
KOJIaeBUYa CBS3aHbI C W3YYCHHUEM HEBBISICHEHHBIX
CTOPOH TaTOreHe3a BTOPUYHBIX HePponaTHil, peB-
MaTHYeCKHX 3a00JIeBaHMM, KIMHUUECKUX acTIEKTOB U
Tepanuy apTepUabHBIX TUIIEPTEH3UH, 0CTEOTI0PO3a,
0COOEHHOCTEH BHYTPEHHEH IMaTOJIOTHH Y TIAIIMEHTOB,
MIOJTy4AIOIINX JIEYEHUE TeMOINAIN30M, LiepeOpoKap-
JATTLHOTO M KapIMOPEHAILHOTO CHHJIPOMOB, a TaK-
K€ pa3JMYHBIX acleKTOB MeTa0ONUYecKux 3aboJie-

Banuil. [lox pykoBoacTBoM npodeccopa A.H. Hlwm-
KHHA 3aIIUIICHBI 2 TOKTOPCKUE U 25 KaHIUIATCKUX
JUccepTalyii. 3a MHOTHE TOfibl pabOThI €T0 BBHICOKHE
JIOCTH)KEHHMS B TI€JJarOrHYECKOM, HAyYHOU, KIIMHUYE-
CKOM M OOIIECTBEHHON NeATEILHOCTH OBLIM HEOIHO-
KpaTHO OTMeEUYEHBl OJIarOapHOCTAMH, MOYETHBIMU
rpamoramu. B 2010 r. A.H. [umxkuny Obuto mpu-
cBoeHo 3BaHue «IlouéTHplil paboTHUK BrIciiero nmpo-
deccronanbHOrO 00pazoBanusi POy.

OH yuTaeT JEKIUOHHBIE KypChl CTy/lIEHTaM, KIIU-
HUYECKHUM OpAMHATOpaM, BpadyaM I10 pa3IUuYHBbIM
paszmenaM BHYTpeHHHX Oone3Hedl. Kypchl nexnuid,
yutaemble A.H. IIWIIKUHBIM, OTIMYAIOT BBICOKHM
npodeccuoHaI3M, HOBH3HA M IIyOMHA coaepka-
Hus. Jlekumn Anekcannpa HukonmaeBuya, KIWHU-
yeckre pa30ophl U 00XOJbl BBI3BIBAIOT OOJBIION
HUHTEpEC y CTyAeHTOB M Bpadel. Ilox ero HaydHbIM
PYKOBOJICTBOM ITPOBOJIUTCS TMOATOTOBKA aCIHPAHTOB
U TOKTOpaHTOB. PaboTaer B cocTraBe penakuuil miatu
Hay4YHBIX JKYPHAJIOB.

Anexcannp HukonaeBnu — Bpau-TepameBT, peB-
MaToJIoT U He(poJIor BhICIIEH KaTeropuu, B TEUCHHE
MHOTHX JIeT siBisieTcst wieHoM [Ipasnenust Hayunoro
obmectBa TepaneBToB mMm. C.I1.borkmua, Bcepoc-
cuiickoro obmectBa HedposoroB, wieHoM EBpo-
netickoit [loueunoit Acconmanuu. OH WieH y4EHOTO
coBeTa MEJHMIIMHCKOTO (haKylbTeTa, JUCCepTalioH-
Horo cosera CIIGIMY wum. akazn. W.I1.Ilanosa, a
nocienuue Tpu roaa — npeacenarens [ OK CII6IMY
uM. akaj. M.I1.ITaBnoBa.

MHuoroneTHui TOOPOCOBECTHBIN TPy U JIUYHBIC
kadectBa cHHcKanu A.H. Ilumkunay 3aciyKeHHBINR
aBTOPUTET U YBaXKEHHE KOJJIET-Bpadeil, Mpernoaana-
TeJel, COTPYAHUKOB, 00yYarOIIUXCsl.

Penaxkmus xypuana «Hedponorus», KonaekTHB
kagenps! pakynsrerckoit Tepanuu CII6IY cepuedno
no3npaBisioT Anekcanapa HukonaeBnda co 3HaMe-
HaTeJIbHOM JIaTOM, JKeNaoT 3JJ0pOBbs, CHACThS, TBOP-
YEeCKOT'0 JIOJTOJIeTHsI, HOBBIX JOCTHKEHUN B 00pa30-
BaTeJIbHOM, HAYYHON U KIIMHUYECKOU eI TENbHOCTH.
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[MPABVJIA J19 ABTOPOB

I'my6okoyBaskaemble aBropsl! C 2019 roga B IIpaBuia 11 aBTOpOB BHECEHBI psijl u3MeHeHuH. [lepen HanpaBieHreM
pyxomucu B Pepakuuto nmpocum Bac BHUMATENIbHO ¢ HUIMH O3HAKOMUTBCS. PaboThl, oopmiteHHBIE
HE B COOTBETCTBHH C YKa3aHHBIMU ITPAaBUIIAMH, BO3BPAIIAIOTCS aBTOpaM 0e3 pacCMOTPEHHSL.
s ynoGcra Bammeld pabotel Ha caiite xyprana https:/journal.nephrolog.ru/ B pasnene «Ilpuem crarein» pasmerneH
PpsiI I1abJI0HOB, HCIONB30BAHNE KOTOPHIX CYIIECTBEHHO YIIPOCTHUT IOATOTOBKY PyKOIUCH cortacHo [IpaBmiam.

Kypnan «Hedpponorus» myOonukyeT CTaThbH IO akx-
TyaJbHBIM BOIPOCaM KJIMHUYECKON U 3KCIIEPUMEHTAIIb-
HOU He()POIOTHH U CMEXHBIX 00NIacTeil.
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Pegpepam opuTHHANBHOW CTAaThbU JOJDKEH OBITH
CTPYKTYPHPOBAHHBIM U GKIIOUAMb NSAMb 00513AMENbHbIX
pyopuk: a) BBe[icHHE; 0) 1ellb UCCIIC0BAHUS; B) TAIH-
SHTBI U METOJBI (MaTepuall U METOMIbI — VIS IKCIIEPU-
MEHTAIILHBIX Pa0OT); T') pe3yJabTaThl; 1) 3aKIHOUYCHHUE.
Pedepar nomkeH ObITh HHPOPMATUBHBIM, COOTBETCTBO-
BaTh CONCPKAHUIO CTaTbH M COCTABIATH IO 00BEMY
200-250 cnos. ITocne pedepara momemaroTcs «Kiroue-
évte crnosay (0T 3 1o 10 croB), cIOcOOCTBYIONINE WH-
JCKCUPOBAHUIO CTaThbU B MH(OPMAIMOHHO-TIOMCKOBBIX
cucreMax. Peghepamvi 0030p0s, nexyuii u Opyeux mame-
puanos cocmasiaomcs 6 npoussonvhol gopme. Obvem
pepepama npeaxcuuti — 200-250 crnos. H peghepam, u
KJI0uegble 10684 NPedCmasniomesa Ha pyccKkom u aH-
2NUTCKOM A3bIKAX.

Ha caiime >cypuana pazmewien uiadnon ogopmie-
Hus pepepama.

Ceéedenusa 06 agmopax cmamvbu HA PYCCKOM U AH-
2nuiickom A3vlKax: (HaMwwiIns, UMsl, OTIECTBO (ITOTHO-
CTBI0), YYCHAs CTCIICHb/3BAHUEC, IOJHBIA ITOYTOBBII
aZipec yUpeXICHHs, Ha3BaHHE YUPEKICHHUS, IMOIpa3-
JIeJIeHUe, JTOJDKHOCTh, Tele(oH, aapec AIEKTPOHHON
noutel, ORCID* (mpenocrasienne ORCID sBnsieTcst
00s13aTeNBHBIM ST aBTOPA, OTBETCTBEHHOTO 32 KOHTAK-
Tl ¢ Penakimelt m unTaTtensiMu; Uil OCTaJBHBIX aBTO-
pOB — kenaTenbHbIM). [Ipumep odhopmieHUs CBeneHUN
00 OJTHOM M3 aBTOPOB:

[Tpod. Kporor Muxawun IlerpoBud, 1-p Mel. HayK

197022, Poccusi, Cankr-IletepOypr, yi. JI. Toncto-
ro, 1. 17, xopn. 54. [lepseiii Cankr-IlerepOyprckuii ro-
CyIapCTBEHHBIH METUIIMHCKUNA YHUBEPCUTET UM. aKal.
W.I1. TlaBnoBa, xadenpa MpOIEJACBTUKHA BHYTPECHHUX
6onesneii. Tein.: (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 opucunanvroli cmamvu  OQONJICEH UMEMb
CReoyiowylo cmpykmypy: @eedeHue, nayueHmsl u me-
moowvl (Mamepuan u Memoosl — OJisl IKCNEPUMEHMATb-
HbIX pabom), pe3yibmanmvl, 00CYIHCOeHUe, 3aKTI0UeHUe.
Ob6vedunenue pyopux Hnedonycmumo! (Hanpumep,
«Pezynomamot u obcyscoenuer) [1o0obHble cmamvu He
PaccmMampusaiomcsi u He peyeH3upyomcsl.

Pybpurayus 0630pos, nexyuil, OUCKYCCUOHHBIX Ca-
meitl, HaOMIOOEeHUU U3 NPAKMUKU, MEMOOUYECKUX CO0D-
wjeHuti Modicem OviMb NPOU3BOTLHOIL.
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Beeoenue. B HeM KpaTKO OCBEIAETCS COCTOSIHME
BOIIPOCA CO CCHUTKAaMH Ha Hambojee 3HaYUMbIe MyOIH-
KAy, (opMyIupyercsi HeoOXOAUMOCTb MPOBEACHUS
HCCIIEI0BaHMS U €T0 LEJb.

IHayuenmor u memoovt (mamepuan u memoovt —
013 IKCnepumenmanvHulx padom). IlpusBopsrcs Ko-
JIMYECTBCHHBIC Y KAYE€CTBCHHDBIC XapaKTCPHUCTUKU 60.]'[1)—
HBIX WJIN IPYTHUX OOBEKTOB HCCIEIOBaHUS (3I0POBBIC
JIXOAU, SKCTICPUMCEHTAJIbHBIC JKMBOTHBIC, IMATOJIOrOaHa-
TOMHYECKUI Marepuan u T.]1.). YIIOMUHAIOTCSI BCE Me-
TOABI HCCHCHOB&HHﬁ, MPUMCHABIINECSA B pa60Te, BKJIIO-
9asi METONIBI CTATUCTHIECCKON 00paOoTKH maHHEBIX. [Ipn
YIOMHUHAHUH aMMapaTypsl 1 HOBBIX JIGKAPCTB B CKOOKax
HE00X0IMMO yKa3aTh IPOU3BOJUTENS U CTPAHY.

Jaercs mompoOHOe onMcaHHe CTaTHCTUYECKHX Me-
TOJOB HCCIIE[IOBaHMs: Ha3BaHUE MaKeTa MPHUKIJIAIHBIX
CTaTUCTUYECKUX MpPOrpamMm (CTpaHa-IPOU3BOIUTEIIb,
KOMIIaHMsl); B KAKOM BUJIE€ IIPEACTABJIECHbI LIEHTPAJIbHbIE
TCHACHIUNW B 3aBUCUMOCTU OT BHJA pacHpeC/ICHUA
rokasaresel; Kakue HCIOb30BaHbl KPUTEPUH MPHU HUC-
IIOJIb30BaHHUH KOJIMYECTBCHHBIX M KAYC€CTBCHHBIX ITOKaA-
3areied; Kakue KpUTEPUM MCIIOIb30BaHbl JUIs OLEHKH
CHJIbI B3aMMOCBA3U MCKAY MOKa3aTeJIsIMU; KaKu€ MHO-
TOMEpHbIE METO/bl UCCIIEN0BaHUs NMPUMEHSIN; KpUTe-
puil OTKIIOHEHHUS HYJIEBOM CTaTUCTUYECKONU TMIIOTE3bI.

Pesynomampr. Cienyer NpeacTaBIsTh UX B JIOTH-
YEeCKOH MOCIIeA0BaTeIbHOCTH B TEKCTE, TAONMIaX M Ha
pucyHkax. B Tekcre He cienyeTr mOBTOPSTH BCE JaHHBIE
nus3 Ta6ﬂI/IH 1 PUCYHKOB, Hal0 YIIOMHWHATb TOJIbKO Hau-
OoJiee BaKHbIC M3 HUX. B prcyHKax He ciieayer 1yOouu-
poBaTh JaHHbIC, IPUBECACHHLIC B Ta6m/1uax. Bennuunsl
W3MEPEHUN JTOJKHBI COOTBETCTBOBATh MexXIyHapoa-
Holt cucteme enuuunl (CH), 3a UCKIIOUEHUEM ITOKa3a-
TeJel, TpaAULIMOHHO U3MEPSIEMBIX B IPYTUX €AMHULAX.
PucyHku u Tabnuiibl pa3MemalTcsl B TEKCTE CTaThU B
MECTE UX [EePBOr0 YIIOMUHAHMSL.

Obcyscoenue. Cnenyet BbIICTUTh HOBBIC 1 BaXKHBIE
aCIEKTbl Pe3YyJIbTaTOB MCCIENOBAHUSA U IO BO3MOXHO-
CTH COIIOCTABJIATH UX C JIMTCPATYPHBIMU JaHHBIMU. He
cleyeT NOBTOPSTh CBEACHMs, YK€ MPUBOAMBLIMECS B
paszznene «BBenenue», u moapoOHbIE JaHHBIC U3 pa3jiena
«Pe3ynbraren.

3aknuenue NOIHKHO KPaTKO CYMMHUPOBATh OCHOB-
HBIE UTOTH PabOTHL. B 3TOT pa3men MOXHO BKIIOYHTH
000CHOBaHHbBIE PEKOMEHIAIUH.

Ha caitme »scypnana pazmeujen wiadion ogpopmie-
HUA MeKcma opuUZUHAIbHON CIambl.

OO0beM OpWTMHANBHOW CTaThM, KaK IPaBUIIO, HE
JloikeH npeBplaTh 10—15 MalIMHOMMCHBIX CTpaHMII,
KpaTKUX COOOMICHWH W 3aMETOK U3 MPAKTHKH — 6—8
CTpaHUI, JeKIUI 1 0030poB — 20-25 cTpanwil.

Penakumst ocraBmsier 3a co0oii MpaBo COKpamiarh 1
PeaAaKTUpOBaTh CTATbU, HC U3MCHSA UX CMbICJIA.

K mybnukamuum B KypHane NPUHUMAIOTCS OPHUTHU-
HaJIbHBIC CTAaTbH, BBLINIOJHCHHBIC HA COBPEMEHHOM MeE-
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TOAMYECKOM U METOJIOJIOTHUECKOM YPOBHE, ¢ cOOJI0/Ie-
HUEM «DTHYECKUX MPHUHIMUIIOB MPOBEIACHUS HAYYHBIX
MEAMLMHCKUX MCCIIEIOBAHUIN C Y4acTHEM YeJIOBEKa» U
B COOTBETCTBUU ¢ «IIpaBuiaMu KIMHUYECKON IPAKTUKU
B Poccuiickoit @eepanumy», Bce YIIOMSIHYTHIE B pa0oTe
JIOU JOJDKHBI J1aTh MH()OPMHUPOBAHHOE COIIacHe Ha
ydacTHe B ucciieoBaHuu. Hay4uHo-ucciaenoBaTenbckue
MPOCKTHI, TPEeOYIONIUEe HCIONB30BAaHUS DKCIIEPUMEH-
TaJbHBIX KUBOTHBIX, JOJDKHBI BBIIOJIHATHCSA C COOIIO-
JICHHEM TPUHIUIIOB TYMaHHOCTH, M3JIOKEHHBIX B JIH-
pekxruBax EBpormeiickoro coobmectsa (86/609/EEC) u
XenpCUHKCKOM JIeKJIapaluu, B cooTBeTcTBHH C «IIpaBu-
JaMM MPOBeAeHUs: paboT ¢ UCIOIb30BAHUEM JKCIIEPHU-
MEHTAJILHBIX JKHBOTHBIX).

Bce MenmkaMeHThl U M3J€IUs MEIULMHCKOIO Ha-
3HAYCHUS, UCIIOJIb3YEMbIC B UCCIICIOBAHUSX, JTOKHBI
UMETh COOTBETCTBYIOUIYIO PETHCTPALUIO0 U CepTH(H-
KaThl.

[Ipu nyOnukanuu pe3yJabTaToB KIMHUYECKOTO HC-
CJICIOBaHUS (HAaydYHOE MCCIIEIOBAaHHUE C yYacTHUEM JIIO-
Jeid, KOTOPOE MPOBOIMTCS C LENbI0 OLCHKH d()(EKTHB-
HOCTH M OE€30TMAaCHOCTH JIEKapPCTBEHHOI'O Ipernapara)
HEOOXOIMMO yKa3aHUE Ha Pa3pelIcHue COOTBETCTBYIO-
1IEr0 DTUYECKOr0 KOMUTETA.

[pu ynomunanuu GaMIIHiA OTACTBHBIX aBTOPOB B
TEKCTE UM JIOJDKHBI MTPE/IIECTBOBATh HHUIIUAIBI (MHU-
OUasl U (paMIJIHY UHOCTPAHHBIX aBTOPOB MPUBOISITCS
B OPUTHHAIBHOHN TpaHCKpunuun). Ecnu crares Hanmca-
Ha Oosiee yeM JIByMs aBTOpaMH, B TEKCTE yKa3bIBalOTCS
WHUIHATBl ¥ PaMUIIHs TOIBKO TIEPBOTO aBTOpa, TOCTe
KOTOPOM CJIEAYET «H COABT.)».

B Tekcre crathu OuOnmorpaduyeckue CChUIKU Ja-
IOTCsl apaOCckuMu IudpaMu B KBaJIPaTHBIX CKOOKaxX. B
oubnuozpaghuueckuii CNUCOK He cledyem GKIIOUaANb
CCHUIKU HA OuUCCEpMAyUOHHbBIE PAOOMbl U ME3UCHL
KOHgpepenyuil, Tak KaK Ui PELICH3CHTOB O3HAKOMJIC-
HUE C HUMH 3aTPYIHUTEIBHO.

Tabénuypt. B TexcTe cTaThy TaOIMIBI PacoiararoT-
cs B MecCTe IepBOoro ux ynomuHanusa. Kaxnas tabnu-
1a TevyaraeTcsi yepes J1Ba MHTEepBalia U JIOJHKHA UMETh
Ha3BaHUE U NOPSAKOBBINA HOMep. Hymepanuio cienyer
BBIMOJIHATh apaOCKUMK HU(paMH, MOCIEA0BaTEIbHO,
[0 Mepe HMCHONb30BaHUs Tabmul B Tekcre. Kaibiid
cToyIOeIl B TabIuUIle JOJDKEH UMETh KPAaTKUI 3aroJIOBOK
(MoxHO ncmonb30BaTh ab0peBuarypsl). Bee pasbsicHe-
HUS, BKJIIOUas pacmm@poBKy abOpeBuaryp, Hajo pas-
Meliath B cHockax. HeoOxonuMo Bcerja ykasblBarhb, B
KakoM BHJIE TPEICTABICHbl B TaONUIE LEHTpPATbHbIC
TCHICHIUH (CPEAHss apu(pMeTHICCKas+OINOKa Cpe-
HEl ¥ T.I1.), BEIWYIHMHY TTOKA3aTelIsl CTaTUCTUIECKOH 3Ha-
YUMOCTH. [Ipu nabope mabnuy ne HAOO UCNOTBL308ANb
CUMBOTBL, UMUMUPYIOWUe JTUHEUKU (NCces0ocpapuxy,
oeqhuc, cumeon nooueprusanus). Hazeanue maoauyvt
U npumMeuanus K Heil 00NNHCHbl Oblmb nepesedensvl Ha
AH2NUTCKUTL A3BIK.

Hnnwcmpayuu (pUCYHKH, CXEMBbI, JUarpamMmbl)
pacroiararotcsi B TeKCTE€ CTaTbU B MECTE UX IIEPBOTO
ynomuHanus. Hymepanus — apabckumu udpamu, mo-
CIIeIoBaTeNbHAS, TI0 MEepe yIIOMUHaHUs. MmmocTpannn
JIOJDKHBI OBITH MPEJICTaBICHbl B JIEKTPOHHOM BHUJE B
tdopmare *TIF, *JPG (dororpadun — Tonpko B popma-
te *TIF), He JOMKHBI OBITH TIEPETPYKESHBI TEKCTOBBIMU
HanmucsMu. llommucn K WDTIOCTPAIMsIM TI€9aTaroTCs
yepe3 JBa WHTepBaia. [IOANUCh K KaXKJOM PUCYHKY
COCTOUT W3 €r0 Ha3BaHUS U «ICTeHAB» (OOBICHEHUS
yacTell puCyHKa, CHMBOJIOB: CTPEJIOK U IPYTUX €ro Jie-
tanei). B moamucsx k MukpodoTorpadusiv Hago yka-
3bIBaTh CTENEHb YBEIMUEHHs, CIOCOO OKPACKH WM UM-
nperHauuu. Hazeanua unniocmpauyuit u npumedanuil
K HUM, IEKCM «J1€2eHObL) 00JIHCHDBL ObIMb NEPEBEOCHbL
HA AH2TUTCKUL A3bIK.

WnmocTpauuu, Kak MOpaBWio, NYOMUKYIOTCS B
YepHO-0eJIOM BapHaHTEe, YTO HEOOXOIUMO YYHTHIBATH
MIPU MapKUPOBKE CTOJIOMKOBBIX AMArpaMM U IpaduKoB.
Hnniocmpayuu moeym 6vime onyonuKosaHl 8 YEemHoM
Gopmame 3a cuem agmopos. ABTOpPBI, Kearolue Mo-
MECTUTh WJLTIOCTPAIIMN B TAKOM BHIE, TODKHBI TpeN-
BapUTEJIBHO COIIACOBaTh JaHHBIN Bonpoc ¢ Pegakiuen.

Hcemounuk gunancuposanusn. llpusomsrcs nas-
Hble 00 McTOYHMKE (PUHAHCHPOBaHUS (€CIU UMEETCs).
Hanpumep: «Pabora BeIToHEHA TIpU Toepkke Poc-
cuiickoro Qonaa (QyHIAMEHTaIbHBIX HCCIEJOBaHUI
(rpanaTtbl Ne 97-04-49434 1 00-04-49548)».

Buipaswcenue npusnamenvnocmu. llocne pasnena
«3axiroueHne) aBTOp (ABTOPHI) MOTYT: BBIPA3HUTh IIPH-
3HATENFHOCTD 32 HAyYHYIO MM TEXHUYECKYIO0 TIOMOIIbh
B CO3JaHUH CTAaThH; MMOOIArOapUTh 3a MPETOCTABIICH-
HYI0 ()MHAHCOBYIO ¥ MaTepUaIbHYIO MOANEPKKY C yKa-
3aHHEM €€ XapakTepa; PacKphITh (PUHAHCOBBIE OTHO-
LICHUS, KOTOPble MOTYT IOBJIEYb 32 COOOM «KOHQIUKT
nHTepecoBy (cM. «KoHMIHUKT HHTEpECOBY).

B sTom pazgene moryT ObITh Ha3BaHbI JIMIA, BHEC-
e MHTEIUICKTYaTbHBIN BKJIa] B HAIMCAHNE CTAThH (C
yKa3zaHHUEM UX POJIM WM XapakTepa BKJIaja), KOTOPBI,
OIIHAaKO, HEe OBUT JOCTAaTOYHBIM IJISi BKJIIOUCHUS HX B
YHCIIO aBTOPOB. XapaKTepUCTHKA MOXKET ObITh, HAIPH-
Mep, CIEAYIOIEH: «HayIHBI KOHCYNBTaHTY, «PEICH3N-
pOBaHUE TPOEKTa MCCIEOBaHUSMY, «ydacTHe B cOope
JAHHBIX» WIH «ydacTHe B KIMHHYECKOM HCCIIEH0BaA-
HuW». Takue nuIa JODKHBI AaTh MUCbMEHHOE COIIacue
Ha 00HapOIOBaHHE CBOMX UMEH. ABTOPHI HECYT OTBET-
CTBEHHOCTh 32 €ro MoJlyueHue, TaK KaK YUTaTeId MO-
TYT CJIeJIaTh 3aKIIFOUeHUE 00 0I00PEHNUHU STUMH JIFOIbMHU
MPE/ICTABICHHBIX JAHHBIX WU BHIBOJOB CTAThH.

bubnuozcpaghuueckuit cnucoxk mnedaraercs dYepes
2 uHTepBaja, KaXIbli UCTOYHUK C HOBOW CTPOKHU IOJ
MOPSIAKOBBIM HOMEPOM. B cnuicke éce pabomel nepeuuc-
JIAIOMCS 8 NOPAOKE YUMUPOBAHUS (CCHINOK HA HUX 8 MeK-
cme), a He no anghasumy hamunuili Nepevix agmopos.

He cnenyer Bruttouats B 6ubnuorpaduyeckuit cru-
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COK aBTOpedepaTbl KAaHAUIATCKUX U JOKTOPCKUX IHC-
CepTaIyii, TaKk KaKk WX OCHOBHBIC PE3YJBTaThl JIOJKHBI
OBITH OITyONMKOBAHBI B XKypHaiax u3 crucka BAK (ato
OJIH M3 CIIPABEJTUBBIX CIIOCOOOB YBEINYCHUS HMITAKT-
(axTopa HaygHOTO )KypHana). Takke He CIeayeT BKITIO-
4arh B OMONMHOTpaguuecKuil CIIMCOK TE3UCHI JOKIIAI0B,
TaK Kak JuId PELEH3EHTOB O3HAKOMJIEHHE C HUMH 3a-
TPYIHHUTEIBHO.

bubnmorpaduvecknii CIUCOK MOMKEH CONEpPKATh
B OCHOBHOM CCBUJIKH Ha IyOJIMKalluy HE cTapuie 5 JIeT.
Yucno cchUTOK Ha Jr00ObIe myonukarmu crapiie 10 jer
He MoxeT npeBblath 20 % ot oubnuorpaduyeckoro
cnucka. [IpuBeTCTBYIOTCS CCBUIKM Ha CTaTbu, OMyOIu-
KOBaHHbBIC B )XypHaie «Hedpomorus».

Ilopsidook  cocmasnenus  OubAUOZPAPUYUECKO20
cnucka ciedyrwowiuii: a) amunua(u) u unHuyuaIbl
asmopa(08) KHuzu uiu cmamou; 0) Ha3eanue KHUU
unu cmamuu; 8) evixooHsle oannvie; 2) DOI (Digital
Object Identifier, ynukampHbIi 1E(pPOBON HACHTH(HKA-
Top ctathl B cucteme CrossRef). IIpoBepsars nHanmmune
DOI caenyer Ha caiire https://search.crossref.org/. s
nonydeHuss DOI HyXHO BBECTM B IIOUCKOBYIO CTpO-
Ky Ha3BaHWe NyOJMKAallMM Ha aHIIMKCKoM sA3bike. Ilo-
JaBisitolee OONBIIMHCTBO 3apYOCIKHBIX JKYpPHAITBHBIX
cTareil ¥ MHOTME PYCCKOSA3bIUHBIE CTaThbU, OMYOJIUKO-
BaHHbIe nocisie 2013 roga, 3aperucTpupoBaHbl B CUCTE-
Me CrossRef u umeror yaukamsaeiil DOL

[Ipu aBTOPCKOM KOJIEKTUBE 10 4 4€I0BEK BKIIOYM-
TEJIbHO YIIOMHHAIOTCS BCE aBTOPbI (C MHUIMAJIAMM I0-
cie damunun. [Ipobensl 1 TOYKH MEXIy WHUIHATIAMU
He craBarcs). [Ipu OGoNbLIIMX aBTOPCKUX KOJJIEKTHBAX
YIOMHHAIOTCS TPU TIEPBBIX aBTOpa U OOABISIETCS «H
Ip.» (B MHOCTpaHHOM ynuTeparype «et al.»). B Hekoro-
PBIX Cllydasik, KOrja B KaueCTBE aBTOPOB KHHT BBHICTY-
MAIOT UX PEAAKTOPHI WIIM COCTABUTENIH, ITOCIE (haMITHU
MOCIIETHETO M3 HUX B CKOOKAX CJICAYET CTaBUTh «PEJ.»
(B mHOCTpaHHBIX cchUIKax «ed.»). [locne wmHHIMAIOB
MIOCIIETHETO aBTOpa MIIH MOCIIe «H Jp.»/«et al.» craBuT-
Csl TOYKa Ui TOTO, YTOOBI BBIACIUTH Hayaslo Ha3BaHUs
cTatbl. Toyka @ Komye noaHoz2o onucanus odubnuoepa-
uuecrkozo ucmouHuKa ne cmasumcs.

Aemopbl Hecym 0meemcmeeHHOCb 34 NPAGUTIb-
HOCMb 0hopmaenuUsa CCOUIOK U, C1e006amenbHO, 603-
MONHCHOCb UX KOPPEKMHO20 PACNO3HABANUA U AGINO-
MamuyuecKkozo yumupo8anus.

Ceovuiku Ha ycypHanvHsle cmamovu. B 6ubmmorpa-
(hUUeCKOM ONMCAaHWU CTAThU M3 KypHaia (Iocle ee Ha-
3BaHMUsI) MIPUBOJIUTCS COKPAIICHHOE HA3BaHHE KypHAJIa
(KypcuBOM) U depe3 mpoOelt Toa U3NaHus (MEXIy HUMHU
3HAK MPEMHMHAHUS HE CTAaBUTCS), 3aT€M IOCIE TOYKU C
3amsAToi, 06e3 mpobena — TOM U HOMeEp JKypHana (WiH,
ecnu npuMeHumo, — Ne Toma, B ckoOkax Ne xypHana,
Takke 0e3 mpoOesoB), mocie aBoerouus: 0e3 mpoodena
CIIeZlyeT yKa3zaTh CTpaHUIbI (TIEPBYIO W IMOCIEIHION
uyepe3 neduc 6e3 mpobenon). B onmucanusx crareit u3
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JKYPHAJIOB, MMEIOIIUX CKBO3HYIO HYMEpAaIlUIO CTpa-
HUII Ha TIPOTSDKCHUH TOMA, yKa3aHHEe HOMepa JKypHasa
HeoOs13aTenbHO. Ha3zBaHMs OTEUECTBEHHBIX XYPHAIOB
B OnOIMorpauueckoM CHHUCKE CIeTyeT NMPHUBOIWUTH B
OOIICIPUHSATHIX COKPANICHUIX, HHOCTPAHHBIX — B IIPHU-
HATBIX B PubMed.

[Tpumep cCHUIKH Ha aHTIIOS3BIYHYIO CTATBIO:

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

CCBIIKH Ha PyCCKOSI3BIYHBIC HCTOUHUKH IPHBOJISATCS
HE TOJBKO Ha SI3bIKE OPHTHHAJTA, HO U HA aHTIUHCKOM
SI3bIKE. AHIJIOS3bIUHAS YacTh JIOJDKHA HAXOIWTHCS He-
MOCPEICTBEHHO IOCIE PYCCKOS3BIYHON B KBaIpaTHBIX
cKoOkax [ ]. B camom ee koHIE B KpyIiible CKOOKH TO-
MEIAIOT YKa3aHWe Ha MCXOAHBIN s3bIK opuruHama (In
Russ.). doi (mpu Hamu4mm) cieayeT yKa3blBaTh MEpes
AHIVIOS3BIYHON YaCThIO CCBUIKH.

daMuIMu ¥ MHUIUAIBL BCEX aBTOPOB U HA3BaHUE
CTaThH Ha AHIIMHACKOM SI3BIKE CIICIYET MPUBOIMTH TaK,
KaK OHU JIaHbl B OPUTHHAJIBHON MyOnuKamuu. YTou-
HUTh JAHHbIE MOXKHO Ha caiiTe Hay4Hoil 351eKTpOHHOU
oubmmorexu (https://elibrary.ru/) unm cobcTBEeHHOM
caifre )xypHana. Ha3anue xypHasia TOJDKHO COOTBET-
CTBOBaTb BapuaHTy, 3aperucrpuposaHHomy B ISSN.
MHorue caifThl )KypHaJIoB pa3MeNIaloT Ha CBOUX CTpa-
HHIIAX Y>K€ TOTOBBIC CCHIIKH IS HUTHPOBAHMS (PyCCKO-
1 aHrIos3pvHbe). [locie Ha3BaHUS KypHAIa — BBIXOJI-
HBIC JaHHBIC (CM. BhIIIE). Ecnm opurnHambHbIN epeBos
METaJaHHBIX Ha aHITHACKUH S3bIK IO KAKAM-TO MTPUIH-
HaM HEIOCTYIIEH, CICAYyeT BBIIOIHHUTH MEPEBOJ CaMo-
cTosiTenbHO. [IpaBMIIbHOCTE TIepeBOIa SBISCTCSI OTBET-
CTBEHHOCTBIO aBTOPOB.

[Tpumep cChUIKH Ha PYCCKOSI3BIYHYIO CTATBIO MTPU Ha-
JIMYMU QHIVIOS3BIYHBIX JAHHBIX B HCXOTHOM TeKcTe  doi:

1. Myxun HA, Bornanosa MB, Pamees BB, Ko3nos-
ckas JIB. AyToBocnamutenbHbIe 3200JCBaHUS U TIOpa-
KeHust mouek. Tep apx 2017;89(6):4-20. doi: 10.17116/
terarkh20178964-20 [Mukhin NA, Bogdanova MV, Ra-
meev VV, Kozlovskaya LV. Autoinflammatory diseases
and kidney involvement. Ter arh 2017;89(6):4-20 (In
Russ.)]

[Tpumep CCHUTKM Ha PYCCKOS3BIUHYIO CTAThIO, OITY-
OnuKoBaHHYIO B xKypHaIe «Hedpomorms»:

1. Haroumm IOB. Hedpomorus u ¢yHnamen-
TanpHas Hayka. Hegponocua 2012;16(1):9-21. doi:
10.24884/1561-6274-2012-16-1-9-21 [Natochin YuV.
Nephrology and fundamental science. Nephrology
(Saint-Petersburg) 2012;16(1):9-21 (In Russ.)]

Touxa 6 KoHye norHo20 onucanus bubnuocpagpuye-
CKO20 UCMOYHUKA He CIASUMCSL.
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Ccvuika na knuzy. B 6ubnuorpaduyeckom omuca-
HUM KHUTH (TIOCJTe Ha3BaHUS) TPUBOMASATCS Ha3BaHHE
W3/1aTeNIbCTBA, TOPOJL, TO/ U3JIaHUs (BCe Yepes 3aIsiTyio
¥ TIpo0eIT), TIoCIie TOUKH C 3alsATON yepe3 mpobder — Ho-
Mepa CTpaHuI] yepe3 jaeduc, Ha KOTOpbIE KOHKPETHO
cchuTaeTcsl aBTop (WM yKa3aHHe OOIIEro KOJIMYecTBa
CTpaHWUII B KHUTE, €CIIH CCBhUIKA JaeTCsl Ha Hee B LIEJIOM).
Ecmu ccputka maeTcst Ha IIaBy W3 KHHUTH, CHadajga yIo-
MUHAIOTCSI aBTOPBI M HA3BaHUE TNIABBI, TIOCIIE TOUKU — C
3araBHON OyKBBI cTaBUTCS «B:» («In:») u dpammmusi(u)
aBTOPa(OB) MM BBICTYMAIOUIETO B €r0 KauecTBE peakx-
TOpa, 3aT€M Ha3BaHWE KHUTH M BBIXOJHEBIC TaHHBIC ce.
HazBanue KHUTH BBIACISIETCS KypcHBOM. B KkoHIe B
KPYIWbIe CKOOKM ITOMEIIAIOT YKa3aHWe Ha HMCXOIHBIN
s13pIK opuruHaia (In Russ.).

IIpumepsr:

1. Bonoumma AW, Cy66otun OK. bonesus u 300-
posve: 06e cmoponsl npucnocobnenus. Memunuaa, M.,
1998; 5-17 [Voloshin Al, Subbotin JuK. Disease and
health: two sides of the adjustments. Medicina, M.,
1998; 5-17 (In Russ.)]

2. Hoznpauer AJl. dyHKIMOHATBHAS MOPQOIOTHS
cepreuHococyaucroit cuctemsl. B: Hazos EU, pen. bo-
J1e3HU 0P2aHo8 Kkposoobpawerus. Menunuaa, M., 1997,
8-89 [Nozdrachev AD. Functional morphology of the
cardiovascular system. In: Chazov El, 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

Kongpnukm unmepecos. B cooTBeTCTBHH C PEKO-
MeHIAIMAMU MexTyHapoIHOTO KOMHUTETa PEIAKTOPOB
MEIMIMHCKUX JKypHaioB [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)] xoH-
(GIUKT MHTEPECOB, KACAMOIIHMICS KOHKPETHON PyKOIMH-
CH, BOHHKACT B TOM CIIy9ae, CCIIH OAWH U3 yYaCTHHKOB
mpoilecca PeleH3UPOBAHUS WU TTyOIUKAIlMUd — aBTop,
PELEH3eHT WIN PEAAaKTOpP MMEeT 00s3aTeNbCTBA, KOTO-
pBie MOIJIH OBl MOBIHSITH HA €0 M €€ MHEHHE (Iaxe
€CIIM ATO W HE MPOUCXOAUT Ha caMoM jene). duranco-
BbIC OTHOIICHUS (HAIPUMEp, CBI3aHHBIC C IPUEMOM Ha
paboTy, KOHCYIBTAIMSAMH, BJIaICHAEM aKIHsIMH, BBITIIA-

TOW TOHOPAPOB U 3aKIIOUCHHUSMH JKCIIEPTOB), MPSIMBIC
WK uepe3 OIM3KUX POACTBCHHUKOB — Hanboee yacras
NpUYMHA BOSHUKHOBEHHS KOH(IMKTa MHTEpecoB. Tem
HE MEHee BO3MOXKHBI M IPYTHE MPUYHHBL: THYHBIC OTHO-
ICHUSI, HAy9HOE CONEPHUYECTBO U MHTCIUICKTYaIbHBIC
MIPUCTPACTHSI.

JloBepue 00IIECTBEHHOCTH K IPOLIECCY PELCH3HPO-
BaHUS U IOCTOBEPHOCTH MyOJIMKYyEeMbIX CTaTeil 4acTHy-
HO 3aBHCUT OT TOTO, HACKOJIBKO YCIICIIHO IpoOieMa
KOH(IIMKTa MHTEPECOB peIlanach BO BPeMs MX Halld-
CaHMs, PEUCH3WPOBAHMSI W penakTupoBanus. llpen-
B3SITOCTh B CTaTbe YaCTO MOXKHO BBISIBUTh M YCTPAHUTh
IPU TOIATSIFHOM U3YYCHUH UCIIONB30BaHHBIX HAYYHBIX
METOJI0B M BBIBOIOB. [IpeaB3sTocTs, cBsI3aHHYIO ¢ (u-
HAHCOBBIMH OTHOILICHHSMU U HX BIIHSHISIMU, BBISIBUTH
ropasfo TpygHee. YYacTHHKH IpoIecca PEeLeH3HPO-
BaHMS U IyOIMKAIMK JOJDKHBI COOOINATh O HAIUYUAU
KOH(IIUKTA HHTEPECcOB. JTa HHPOpManus JOKHA OBITh
JOCTYITHOHM, YTOOBI MOXXHO OBLIO OLICHHUTH CTEICHB
BIIMSHUS 3TOro KoHpmukTa. XKypuan «Hedponorus» ne
NPUHUMACT CTaThH OT aBTOPOB, UMECIOMIMX KOH(MIHUKT
HUHTEPECOB.

Ilopsiook nyonukayuu cmamei. Kak mpasuio,
CTaThH, HAIIPaBICHHBIC B )KypHAJI, MyOIUKYIOTCS B TO-
psinke nocryruieHus B Penakumto. [Ipu npoyux pagnvix
VCA0BUAX NOONUCYUKU (MO NPedOCMABNIeHUI0 KCepo-
KOnuu NOONUCHO20 abOHeMeHma) UuMelom npago Ha
nepgoouepeonoe pasmewjerue mamepuanos. Ilpn 3tom
MPEUMYIIECTBO OTAACTCS TOKTOPAHTAM, aCIIpaHTaM U
COHUCKATENsIM B TOM CJIy4yae, €CIIM OHH SIBIISIFOTCS TOJI-
MICYHKaMU JKypHaa. Takke BHE odepenu MOTYT OBITh
OITyOJIMKOBAHBI CTAaThH, MOJTOTOBIICHHEIE 110 3aKa3y Pe-
Iakimu KypHana «Hedpomorusy.

Ilhama 3a nyonuxayur. Ilpu coOmoneHUN Bcex
BBIIICTICPEUUCICHHBIX [IpaBui myOmuKanus CTaThbH B
x)ypHane «Hedponorusy smusercs OecriaTHON st
ABTOPOB U YUPEKICHUI, B KOTOPBIX OHU padoTaioT. Pe-
JAKIMs MOXKET ITOTpe0OoBaTh OIUIATY B CIACAYIOIINX CITy-
qasx:

1.  3a myOnmuKaiuro MBETHBIX MIUTIOCTPAIINH.

2. Ilpu GONBIIOM KONHYECTBE HILTIOCTPATUBHOIO
Marepuaa (CBbIIIE 8 WIITFOCTPAIH).

3. 3a myOnmuKanuio craTeld, HOCSIIUX PeKJIaMHBINA
Xapaxtep.

Hudopmanus o moaIuTHKE KypPHAJIa, BKIIOYAs dTH-
Ky IMyONHKaIui, peleH3NpOBaHNE U PElaKTHPOBAHME,
ABTOPCKOE TIPaBO U Ipoyee, MOAPOOHO pa3MelieHa Ha
caiite https://journal.nephrolog.ru/ B COOTBETCTBYIO-
meM paszzene (cM. pasnen «O xypHane» — «llomuruka
JKYpHAIa).

Appec pepakuuu: 197101, Cankr-MeTepOypr, yn. JibBa Toncrtoro, A.17,
MCNormMmy wm. akan. U.M. Naenoea, kopnyc 54, xxypHan «<Hedponorus».
TenedoH: (812) 338-69-01; Ppakc (812) 338-69-15
E-mail: journal@nephrolog.ru
nHtepHeT-caunT: http://journal.nephrolog.ru

133



ISSN 1561-6274. Hedponorus. 2019. Tom 23. Ne5 ISSN 1561-6274. Nephrology. 2019. Vol. 23. Ne5

OBPA3EL[ COITPOBOJAUTEJIBHOI'O ITMCBEMA
(pa3mertieH Ha caifTe http:/journal.nephrolog.ru)

PexBU3HUTHI HANIPABIISIIOLIETO YUPEKACHUS I'maBHOMY pepakTopy
KypHana «Hedpomorus»
npodeccopy A.B. CmupHOBY

ConpoBoauTeNbHOE MMCbMO K HAyYHOM CTaTbe

Hanpasnsiem HayuHyto ctathio (PO Bcex aBTOpoB, Ha3BaHUE CTaTbU) 111 Oy OJIMKOBAHMSI B XKy -
Hane «Hedpomorus» (ISSN 1561-6274), Bxonsmewm B [lepeueHs sxypHaioB, pekoMeH10BaHHBIX BAK
MunoOpnayku PO st myOnukanuy 0CHOBHBIX MOJIOKEHUN AUCCEPTALIMIOHHOTO UCCIIEIOBAHMS.

HacrosmmmM nmuceMoM rapaHTUpyeM, YTO pa3MelieHue HayqyHoH cTaThi B )KypHaie «Hedpomorns»
HE HapyllaeT HUYbUX aBTOPCKUX MpaB. ABTOPBI TaKKe IapaHTUPYIOT, YTO CTaThsl COAEPKUT BCE
MpelyCMOTPEHHBIE ISHCTBYIOIINM 3aKOHOATEIHCTBOM 00 aBTOPCKOM IPaBE CCHUIKHM HA IIUTHPYEMBIX
aBTOPOB W M3JIaHMs, a TaKXKE HCIOJIb3yeMbIE B CTaThe PE3yJbTaThl U (DaKThl, MOTYUYEHHbBIE IPYTHMU
aBTOpaMH WM OpraHu3alysMu. ABTOpPbI HECYT OTBETCTBEHHOCTb 3a HAyYHOE COAEP)KaHUE CTaTbU U
rapaHTHUPYIOT OPUTMHAIBHOCTH MpefocTaBIsieMoro Marepuaia. Crarbs HE BKIIIOYAET MaTepHalibl, HE
MOITIeKAINE OMyOIMKOBAaHUIO B OTKPBITOM NIEYaTH, B COOTBETCTBUH C JICHCTBYIOIIMMHI HOPMATHBHBIMU
aKTaMH.

Hanpagsnss pyxonucs B xypHan «Hedpomorus», aBTopsl, TEM caMbIM, COTJIAIIAIOTCS Ha Iepeaady
KYpHaJTy aBTOPCKHUX TpaB B 00beMe U Ha YCIOBUSX, U3JI0KEHHBIX B [IpaBuiax 11 aBTOPOB JKypHaa
«Hedpomnorus».

ABTOpBI TIEPEAAIOT HAa BECh CPOK JICHCTBHS HCKIIIOUUTENBHBIX MTPaB kypHainy «Hedpomorus» mpa-
Ba Ha UCIOJIb30BaHNE HAyYHOM CTAaThU IIyTEM €€ BOCIPOU3BEIACHMS, UCIIOIb30BaHMsI HAyYHOU CTaThU
LEJIMKOM WM (parMEHTapHO B COYETAHUH C JIFOOBIM TEKCTOM, (POTOrpadusiMH HITH PUCYHKAMHU, B TOM
YHClie yTEM pa3MelleHUs TOJTHOTEKCTOBBIX CETEBBIX BEPCHIl HOMepoB Ha MIHTepHeT-caliTe KypHaia
«Hedpomorus».

ABTOpBI B COOTBETCTBMM cO CT. 6 @DenepanbHOro 3akoHa «O IEpPCOHAIBHBIX JAHHBIX» OT
27.07.2006 1. Nel152-®3 cornacHbl Ha 00pabOTKy CBOMX NMEPCOHATBHBIX JAHHBIX, @ UMEHHO: (haMu-
J¥sI, UMSI, OTYECTBO, YUCHAS CTETICHb, YUEHOE 3BaHHE, JIOJDKHOCTH, MecTo(a) paboThl W/ olyde-
HUS, KOHTAaKTHast HHGOPMALIUS 110 MECTy pabOThl /MU 00y4YeHHs, B LEJSX OMyOITUKOBAHUS MPE-
CTaBJICHHOH cTaThu B )KypHaie «Hedpomorus».

ABTOpBI OATBEPK/IAIOT, UTO HAIIpaBIIsIEMas CTaThsl HUIJIE paHee He Obula OllyOlIMKOBaHa, HE Ha-
MIPaBJISUIACh M HE Oy/eT HAaNpaBJsAThCS JJIs OITyOIIMKOBAaHUS B IpyTUe HAYYHbIE U3aHHs O3 YBEIOM-
nenus o6 3tom Penakimn xypHana «Hedpomorusy».

Taxoke y1ocToBepsieM, UTO aBTOPbI HAy4HOM CTaThU corviacHbl ¢ [IpaBunamu 1715 aBTOPOB, YTBEPK-
nenHbiMu Penaknueit sxypHana «Hedpomorus.

[lepenucky Bectu ¢ (PUO)

[TouToBBIi1 aapec:

Tenedon:

E-mail:

ABTopsI cTathy: (JIMuHbIE MOANKCH BCEX aBTOPOB CTATHH)

PykoBonurens yupexaeHus
Kpyrnas nedars yupexnaeHus
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