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Kniouegnte cnoga: oemit, cmepouo-pesucmenmmoiti Hegopomumecxkuti curopom, e negppura (NPHS1), mymea-
YU, NOIUMOPPHBIE MADKEPOL.

B crarbe npencTaBiIeHsl Pe3yIbTaThl KOTOPTHOTO HCCIIEJOBAHUSA IIOTEHITHAIBHBIX ACCOIHAIUI MOTUMOPQ-
HBIX MapKepoB reHa Hedpuna (NPHS1) ¢ 3¢ HeKTHBHOCTHI0 HMMYHOCYIIPECCUBHOM TEPAITHH H IPOTPECCHPO-
BaHHEM CIIOPATHIECKOIO CTEPOHA-PE3UCTEHTHOTO Hedporudeckoro cuaapoma (CPHC) y aerert. O6ciemoBa-
HO 53 peGenka ¢ mepBuIHbIM HecemerinniMm CPHC B Bo3pacre 16,0 (12,05 17,0) ser, BKarouas 49,1% GOABHBIX C
(hboKaTBHO-CErMEHTAPHBIM IJIOMEPYIOCKIEPO3OM, 22,6% — C ME3AHTHO-IIPOIH(EPATHBHBIM [JIOMEPYIOHEDPHTOM,
15,1% - c MeMOpaHo-1poaHdepaTHBHBIM ITTOMepyIOoHePpHUTOM, 7,5% — ¢ MEMOPAHO3HO¥ HedpormaTHer u 5,7% - ¢
HedPOTHIECKHM CHHAPOMOM C MUHHUMATbHBIMH H3MEHEHHSMH. YCTAHOBIE€HA HU3KAA YACTOTA I'€T€PO3UTOTHHIX
myranui B reae NPHS 1 y nereni co cnopagunaeckum CPHC, cocrasiraromasn 1,9%.

¥ 58,5% manuenToB uaeHTHGOUIHPOBaHO 4 BUa MOTHMOP(HBIX MapKepoB rena NPHS 1, npeuMyIeCTBEHHO
B I'€TePO3UIOTHOM COCTOSTHUH. D(PPHEeKTHBHOCTF HMMYHOCYIIPECCHBHOM TEPAITHH HE PA3THIATACH B 3aBHCHMO-
CTH OT HATHYHA TOMUMOpPdhHBIX MapkepoB reana NPHS 1. Yacrora curkeHHOH CK® <60 mr/MuH/1,73 M2, TeMIIBI
usmMeHeHu CK® B roj 1 KyMy/IITHBHAA II04€YHAA BBIKHBAE€MOCTDh CTATHCTHYECKH 3HAYHMO HE PA3THYIATHCD
cpeau nanueHToB ¢ CPHC ¢ HATMIHEM U OTCYTCTBHEM YCTAHOBJICHHBIX MapKepoB rena NPHS 1. Takum o6pa3om,
He BBIABJIEHO ACCOIHATIUI NOTUMOP(MHBIX MapKepoB rena NPHS1 ¢ mporpecCHpoOBaHUEM CIIOPAJHIECKOTO
CPHCYy pgereri.

The results of a cohort study of potential association with single nucleotide polymorphisms (SNP) in the NPHS1
gene that encodes nephrin, with the efficacy of immunosuppressive treatment and progression of sporadic SRNS in
children are presented. Fifty-three children with primary non-familial SRNS aged 16,0 (12,0; 17,0) years were studied.
Renal biopsy showed FSGS in 49,1%, mesangial proliferative GN in 22,6%, MPGN in 15,1%, membranous nephropathyin
7,5% and MCD in 5,7% of patients. Low frequency of heterozygous mutations in the NPHS1 gene (1,9%) in children with
sporadic SRNS was found. Four types of SNP in the NPHS1 gene were identified in 58,5% children, majority of the SNP
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were heterozygous. Efficacy of immunosuppressive treatment was not different significantly in patients with SNP in
comparison those without them. There was no significant differences in the frequency of GFR <60 mL/min/1,73 m? the
rate of eGFR declined per year and cumulative renal survival in patients with SNP in the NPHS1 gene. An association
of the SNP in NPHS 1 gene and progression of sporadic SRNS in children was not found.

Key words: children, steroid-resistant nephrotic syndrome, gene nephrin (NPHS 1), mutations, single nucleotide

polymorphism.

Crepon-pe3ucTEHTHBIA HEPPOTUYIECKUIT CUHIPOM
(CPHC) npepcrasisaer COO0N IF€HETUYECKU I'€TEPOTCHHYIO
I'PYIILy [NIOMEPYJIIPHBIX 3200J1€BAHN, OOYCIOBIEHHBIX
MyTaLUAMU B I€HAX, KOAUPYIOIUX OEJIKU IEIEBOM 11a-
(parmpr — Hedpun (NPHST) (OMIM Ne 602716), mosio-
1uH (NPHS2) (OMIM Ne 604766), o-akTuHUH-4 (ACTN4)
(OMIM Ne 604638), CD2-aCcCOIMUPOBAHHBIN POTCUH
(CD2AP) (OMIM Ne 604241), TpaH3UTOPHBIE PEIETITOP
MOTEHIIUATFHOIO KATHOHHOTO KaHana (TRPC6) (OMIM
Ne 603652), KOTOPbIE UTPAIOT KIIOYEBYIO POJIb B OOECTIE-
YEHUH CTPYKTYPHOM IIETOCTHOCTH IENEBON TUAPPATMBI U
CEJIEKTMBHOU IIPOHULIAEMOCTH IVIOMEPYJIIPHOU 6a3aIbHOU
meM6Opansl (IBM) [3, 10-12, 25]. CPHC xapakrepusyeTcs
IIPOIPECCUPYIOINM TEYEHUEM C PA3BUTHEM XPOHUYECKOU
noyeuHo Hepocrarounoctu (XIIH) 6onee yem y 50%
MTAIIMEHTOB B Te4eHHE 5—10 JIeT OT MaHU(peCTauu 3260-
JIEBAHUA IIOUKH |5, 17].

[Tpobnema U3ydeHns BKI4/1a FTEHETUYECKUX (DAKTOPOB
B pasurue u nporpeccuposanue CPHC aBerca oqHou
13 AKTYAIBHBIX B KIMHUYECKON Hepposoruu. Myrannuu
B I'€HAX MOI'YT HE TOJIbKO BBI3BIBATD PA3BUTHC OOJIEC3HEN
IIOY€EK, HO U BO3JEUCTBOBATL HA (PEHOTHUII 3200JICBAHUA
HECKOJIbKHMM ITYTAAMM: ONIPEJE/IATD KIMHIYECKOE TEYCHUE
U X4PAKTEP I'UCTONOIMYECKUX U3MECHEHUM, OKA3bIBATD
BAUSIHUE HA 3(P(PEKTUBHOCTD TEPATTNH, A TAKKE IPEIPAC-
IIOJIATAThb K IIPOIPECCUPOBAHUIO 60I€3HU. [IpucTanpbHOE
BHUMAHME UCCIIEA0BATEIICH MUPOBOI'O HE(PPOIOTMUECKOTO
COOOMIECTBA OOPAIIEHO HA U3YYEHUE NTOTEHIIUAIbHBIX
ACCOLMALIMI MyTalUH U ITIOTUMOP(HBIX MAPKEPOB I€HOB
meneBor auacparmel 'BM ¢ pasBuTHeM M IPOrPECCUPO-
BAHUEM ITIOMEPYJIOIATUMN.

Ten NPHS1 noxaau3oBaH HA JJIUHHOM 1jede 19-11
XPOMOCOMBI B peruoHe 19q13, BKIodaeT 29 3K30HOB U
KOZINPYET TPAHCMEMOPAHHBIN 6ETIOK HE(PPUH (MOJIEKYIISIP-
Has Macca 185 K/12), ABAIOMUICT OCHOBHBIM CTPYKTYPHO-
(PYHKLIMOHAIBLHBIM KOMIIOHEHTOM IIENIEBOU Jua(parmol
I'BM, y4aCTBYIOIIMM B PETYIIALIAN AKTUHOBOI'O LIUTOCKEICTA
TOJIOIIUTOB U MIEPE/IAUe KIETOUHBIX CUTHAJIOB [2, 7, 16].

V eTer ¢ BpOXKIEHHBIM HEPPOTUUYECKUM CUHAPOMOM
(PMHCKOTO THUITA TOMO3UI'OTHBIE MyTAUUU B rene NPHS1
Fin-major ¢.121 (del12) (141/sX90) B 3x30H€ 2 1 Fin-minor
€.3325 C>T (R1109X) B 3K30HE 26 HPUBOJAT K CTPYKTYP-
HOMY U3MEHEHHUIO O€JIKA HE(PPHUHA B BUJE €0 YKOPOUECHUS
1 ITOCJIEAYIOMIEMY CHWKEHUIO €0 AKcrpeccnu B 'BM [11].
B nacrosmee BpeMa U3BECTHO 6ojiee 119 pasinyHbIX
MyTanué B rene NPHS 1, G0bIIMHCTBO M3 KOTOPBIX MPE/I-
CTABJIEHO MUCCEHC-MyTanuAMHU [1, 8, 13, 15].

B 3KCIIEpUMEHTAIBHBIX MOJE/LAX ITIOMEPYIOHE(DPUTA
(TH) 6pu1a BbISAB/IEHA B3AaMMOCBA3b MEX/Y MU3MEHEHUEM IKC-
IIPECCUU HE(PPUHA U BBIPAKEHHOCTDIO IIPOTEUHYPUH 15,
23]. CHIDKEHHE 3KCIIPECCUU HE(DPUHA C HAPYILIEHUEM €I'0
YABTPACTPYKTYPHOTr'O pacipeaesnenus 8 'EM ycraHoBieHO
Y ALUEHTOB € HE(PPOTUYECKUM CUHAPOMOM C MUHUMAJIb-
HbeiMu r3meHeHusmu (HCMW) [6, 24]. B mutepatype 06-
CYAKIAETCA BOIIPOC BO3MOKHOI'O BIIMAHUA ITOIUMOP(PHBIX
MapKepoB reHa NPHS 1 Ha B3aUMOCBA3b He(PpUHA C IPYTU-
MU KOMIIOHEHTAMHU 1eneBon quadparmel [EM — Nephl,

niopotuH, CD2AP, IpUBOAAMIETO K CHYKEHUIO TIEPETAYN
KJIETOYHBIX CUTHAJIOB, 4 TAKKE HA CUHTE3 CTPYKIYPHO
WK (PYHKIIMOHAIBHO AE(PEKTHOIO OEIKA C IIOCIEAYIOIINM
Pa3BUTHEM ATOJIOTMYECKUX ITPOLIECCOB, 3ATPArMBAIOIINX
IJIOMEPYIAPHBIA (pUIbTp [9, 14, 22].

J0 HACTOAMIETO BPEMEHU OCTACTC HEM3YYECHHBIM BO-
IIPOC OTEHINAIBHOTO BIMAHNA I€TEPO3UTOTHBIX MYTALIUN
1 OMUMOPHBIX MaAPKEPOB reHa NPHS I Ha KITMHUYECKOE
TedeHue cnopaguaeckoro CPHC y perer.

I esIb¥0 HACTOSIETO UCCIIENOBAHNS ObUIO ONIPEEIIUTD,
HMEIOTCA JIN ACCOUMALMU I'€TEPO3UT OTHBIX MyTALIAIN 1 I1O-
JIMMOP(HBIX MapKepoB rena NPHS1 ¢ 3(ppeKTUBHOCTBIO
MMMYHOCYIIPECCUBHOH TEPAIIUU U IIPOTPECCUPOBAHUEM
cniopaguaeckoro CPHC y jeteit.

MarepHuaabl 1 METOBI HCCIETOBAHUSA

B KOropTHOE O/IHOLIEHTPOBOE UCCIEJOBAHUE ObUIN
BKJIIOUEHBI 53 peOeHKa (22 Manbpuuka U 31 IeBOUKa) C
nepBruHbIM HecemerHbiM CPHC B Bo3pacte 16,0 (12,0,
17,0) €T, DOCTYNUBIIKMX B OTAEI HACJIEICTBCHHBIX U IIPH-
obperenHblx 6onesnen nouek PIGY «MHUH nepnaTpun
1 IETCKOM XUPYPIUU» U3 PA3TUYHBIX PET'MOHOB Poccum.

Kpurepuamu BKIIOUEHUA B UCCIIEJOBAHUE ABJLUINACK:
[IEPBUYHBII, MOP(MOIOTUYECKH NOATBEPKACHHBIN CPHC;
BO3PACT MAITUEHTOB IPU MaHU(PECTAITNH 320051€BaHNA > 1,0
<17,0 ner. [TalIEHTHI C BPOXKACHHBIM M MH(MAHTHUIBHBIM
HE(MPPOTUYECKUM CHHIPOMOM, 4 TAKKE CEMEUHBIM, IIO3[-
HUM U BTOpUYHBIM CPHC, CBA3aHHBIM C T€HETUYECKUMU
CUHJPOMAMH, XPOMOCOMHBIMHU 46€PPAUAMHU, OOIE3HAMU
COEAUHUTEILHON TKAHU, BACKYJIUTAMHU ObUIN UCKIIOYCHEI
13 UCCIIEIOBAHMA.

Hedporndeckuii CMHAPOM ONPEAECIAICA KAK CUMII-
TOMOKOMIUIEKC B BUJE NpOoTeuHypuu 6osee 3 1/24 9
(>50 Mr/Kr/24 9), runoanboyMUHEMIUH (<25 I'/11), TUIIEPIIU-
njemMu 1 0reKoB. CPHC Xapakrepru3oBaIca COXPaHAIO-
IEHCs POTEHHYPHUEH TOCTE 6—8 HEJIETb TEPATIN TPE/-
HHU30JIOHOM B J103€ 2 MI'/KI'/24 4 (MakcumyM 60 Mr/24 9).
QYHKIIMOHAIBHOE COCTOSHUE IIOYEK OLIEHUBAJIOCH HA
OCHOBAHMH JAUHAMUYECKOI'O OOCIENOBAHMA TALIUEHTOB
C OIIPEJEIEHUEM CKOPOCTH KIYOOUKOBOU (DUIBTPALAN
(CK®), paccunrannou no gopmyne GJ. Schwartz [21] B
COOTBETCTBUU C KIIACCU(PUKALIMEN XPOHUIECKOU OOIE3HU
noyexk HaymoHatbHOro no4eyHoro (pouja «MHumaTusa
K44eCTBA UCXOM0B Oose3Hel novek» (K/DOQI) [18].

Bospact maHudecranum 3a601eBaHus 00CIEIOBAH-
HBIX 60BHBIX coCTaBms 9,5 (6,0; 13,0) roxa. [loyeunas
OHOIICHUSA C MOCIEAYIOMUM MOP(HOIOTHYECKUM UCCIIE-
JIOBAaHUEM HepoObUoNTaTa C IPUMEHEHUEM CBETOBOM
MHUKPOCKOIIMY X UMMYHO(IIOOPECLICHIIMY ObUIA BBIIOJI-
HeHa y Beex gereit ¢ CPHC. I1py rucToIorn4eckoM Uc-
CJIEOBAHMH HE(PPOOUONTATOB (POKATBHO-CETMEHTAPHbIA
rmomepynockiepos (OCIC) BoisiBieH v 26 (49,1%) 60:1b-
HBIX, ME3AHIUO-TIPOIU(EPATUBHEII [TIOMEPYIOHEPPUT
(M3IITH) B BUjE ME3aHTUAIBLHON TUIIEPKIETOYHOCTH
6€3 IPEUMYIECTBEHHOI'O OTIOKEHUA IgA ENO3UTOB B
Me3aHTuH — Y 12 (22,6%), MeMEpaHO-NIPOTHhEPaTHBHBII
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rinomepynonegpur (MOIITH) —y 8 (15,1%), MeMOPaHO3-
Hag nedponatua (MH) —y 4 (7,5%), HCMU -y 3 (5,7%).
JumatebHOCTD 3a605eBanus coctasuia 60,0 (36,0; 84,0)
MecALes. Karamuectnyeckoe Ha0IOACHUE 34 NAIUEHTA-
MU OCYIIECTBISIIOCH B TedeHue 42,0 (24,0; 60,0) MecsIes.
ITporpeccupyomee Teyenue CPHC onpeensiocs npu
cawkennn CK® <60 mi/mui/1,73 M* B OTMEUAIOCH 32
niepuoy; HaomozieHus y 11 (20,8%) 6GOIbHBIX.

MoneKyIspHO-TEHETUYECKOE UCCIIENOBAHUE 29 9K30-
HOB U IIPWIETAIOMINX PETYITOPHBIX OOstacTeli reHa NPHS 1,
KOJIMPYIOIIETO OEJIOK MENEeBON TUaparMbl — HEPpPUH,
BBIITOJIHEHO V BCeX 53 aereit ¢ CPHC. V 51 u3 53 (96,2%)
00CIEJOBAHHBIX ITAIIUEHTOB IIPOBEACHO UCCICLOBAHNE
8 3K30HOB B reHe NPHS2, KOIUPYIOIEM TOIOLIAH, MyTALIUU
He ObUTN UACHTU(PUIINPOBAHBL KOHTPOIBbHAS IPYIIIA IS
BBISIBJICHUSI MYTAITUH 1 TOTUMOP(MHBIX MAPKEPOB B I'CHE
NPHS1 cocrosina n3 06paszios JHK KITMHUYECKH 30pOBbIX
jeren (32 Manbunka U 18 1eBoveK) B Bogpacre oT 2,0 10
17,0 net, IpOKUBAIONINX B PA3IUYHBIX PErMOHAX Poccun
(n=50).

Beigenenue JHK 13 JIEMKOLUMTOB BEHO3HOI KPOBU
rmanuenHToB ¢ CPHC u ieTert rpymsl KOHTPOJIA OCYINECT-
BJBUIOCH C NTOMOIIBIO HA6opa peareHToB DNA Prep 200
DIAtom™. AMITTU(PUKALIHNIO BCEX UCCIIENYEMBIX (PParMeH-
TOB JHK IpoBOANIIN METOIOM IOJIUMEPA3HON LIEMTHOM pe-
axuuu (IT1P) Ha mporpamMMupyeMom TepmMonuxiepe MC2
(«IHK-rexnonorus», Poccusa) ¢ ucnonszosanuem JTHK-
nonuMepassl Biotaq («bruomacrep», Poccus) u peaktusos
(«Sigma-Aldrich», «Promega», CILIA; «Serva», ['epmanus).
s kaxoro uz 29 3k30HOB re’a NPHS I Oblu BEIOPAHBI
OPUTMHATIBHBIE TAPbI OJTUTONPANMEPOB, (DITAHKUPYIOIHUEC
KOAUPYIOWUE O0JACTH AAHHOI'O I'€Ha U NPUJIETAIONINE
HHTPOHHBIE OOIACTU COIVIACHO PaHEE ONHUCAHHOU METO-
Juke [15].

I npeHTr@UKAIN MyTaiui B reae NPHSI nipume-
HSUJTU METO/Ibl AHAIN3A TONUMOP(U3MA JUINH PECTPUKITU-
OHHBIX U AMIUIM(ULIHPOBAHHBIX (PPArMEHTOB C UCIIOJb-
30BAHUEM PECTPUIMPYIONUX 3H/IOHYKIEA3: BseMII, SsiP,
BspLI, BstHHI, Smul, Sdul, Eco471 («<buomacrep», Poccus).
Hccnenosanue o6pasnos JJHK HA HanM4YMe TOUKOBBIX
MyTauui B rene NPHSI OCymECTBIIAIN METOIOM aHAJIN-
32 KOH(POPMALMOHHOTO IOIUMOP(PHU3MA OJHOHUTEBON
JHK. Pe3ynpTaTsl aMIUTH(DHUKAITUN OLIEHUBAIN C TOMOITIBIO
BEPTUKAILHOIO AJEKTPOdope3a B 7% JIEHATYPUPYIOIIEM
MTONMUAKPHWIAMUAZHOM Terte. [locmenyromee onpeeeHme
HYKJIEOTUJHON NOCIEA0BATENbHOCTU 06pasyos JHK ¢
BBIAIBJIEHHBIMA N3MEHEHUAMHU JIEKTPOPOPETUIECKON
TIO/IBMPKHOCTH TIPOBOJIAIN METOJIOM MIPAMOTO AaBTOMATH-
YECKOT0 CeKBeHNPOBaHusA poaykra [P o Cenrepy (ABI
Prism 310, Applied Biosystems, CIIIA) (puc. 1). i1 moncka
HMH(OPMALIIN O HYKIEOTHIHON M aMUHOKUCJIOTHOM IIOCJIE-
JIOBATENILHOCTU Ir'eHa NPHS I CIIONIb30BAIN JJIEKTPOHHBIE
reHetTudeckue 6a3nl JaHHbIx: OMIM, MedLine, PubMed
(http://www.ncbinlm.nih.gov), Human Gene Mutation
Database (www.hgmd.cf.ac.uk).

AHaIN3 CTATUCTUYECKOU 3HAYMMOCTH IIPOBOJUIICH
C TIOMOIIBIO HEMAPAMETPUYECKUX METOJIOB C OIICHKOMN
MEAMAHBL U UHTEPKBAPTWILHOIO pa3Maxa (25-1; 75-1
NEPLEHTIIN). SHAYUMOCTD PA3IAYNI /I HEMTAPAMETPU-
YECKUX KOJIMYECTBEHHBIX IEPEMEHHBIX JIJISI HE3ABUCHMBIX
BBIOOPOK IO OIHOMY IPU3HAKY OIICHUBAIN IO KPUTEPUIO
Manna—-Yurau. [Ipy aHAIM3€ KAYECTBEHHBIX OMHAPHBIX
MIPU3HAKOB B HE3ABUCUMBIX I'PYIIIAX PUMEHSIICSI KPU-
TEpUI XU-KBAAPaT (%*) U TOUHbIA Kputepuit durmepa ¢
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Puc. 1. AHaIH3 HYKJICOTHTHOM IIOC/IEAOBATEIbHOCTH
reHa NPHS 1 MeTOg0OM IIPAMOIO aBTOMATHYECKOI'O
CEeKBEHHPOBaHHUA, (hparMeHT 3K30Ha 3.
Homamopduseril Mapkep c.349 G>A

pacyeToM BEIMYMH OTHOIEHY MaHCoB (OII) B ipeenax
95% noBEpPUTENbHBIX UHTEPBIOB (95% ). [Toueunas
BBDKUBAEMOCTD OLIEHUBAIACh MeTO/I0M Karutana—Meriepa ¢
YYETOM JJIUTENIBHOCTH 3200/1€BaHs (LIEIEBAS TOUKA OLICH-
KH HEBJIATOTIPHUATHOTO MMOYEYHOT0 Uexo/a — CK® <60 mit/
mut/1,73 M?) ¢ ONPECTCHUEM CTATHCTUICCKOM 3HAYM-
MOCTH YCTaHOBJIEHHBIX Pa3InYUi 110 KpUTepUIo log-rank.
CTaTUCTUYECKU 3HAYMMBIMU CYUTAINCDH PA3IUYUS NIPU
ypoBHE 3HAUUMOCTH P < 0,05. CratucTryeckas 00padoTka
IIOJIYYEHHBIX JAHHBIX BBIIIOJIHEHA C UCIIOIb30BAHUEM I1a-
keToB rporpamm GraphPad Prism 5.0 (GraphPad Software,
San Diego, CA, CIIIA) u STATISTICA 6.0 (StatSoft, Inc., CIIA).

Pe3ynbrarsl

[TpoBEEHHOE MOJIEKYIAPHO-TEHETUYECKOE UCCIIE-
JIOBAHUE Y JIeTe co ciopaandeckum CPHC He BBIABUIO
TOMO3UT'OTHBIX MyTaIuil B rene NPHSI, OTBETCTBEHHBIX
34 Pa3BUTHE BPOXACHHOI'O HE(PPOTUUECKOI'O CHUHAPOMA
(PUHCKOTO THITA.

V opnoro (1,9%) pedenka ¢ @CI'C upeHTUDUITIPOBA-
HA pAHEE HE ONMCAHHAS IE€TEPO3UTOTHAS MYTALMA CATA
crmaticunra ¢.1218 G>A (pAla406Ala) B sx30He 10 rena
NPHS1 B KOMOMHAITUH C TOIUMOPMHBIM MAPKEPOM I'€Ha
NPHS2 ¢.872+7A>G B reTepO3UTrOTHOM COCTOSIHUU B
3k30He 7. Manudecranus CPHC ¢ @CI'C Habmoanach y
JAHHOTI'O AITUEHTA B BO3PACTE 12 JIET ¥ CONIPOBOXKATACH
MOBBILIIEHUEM YPOBH KPEATUHHUHA B KDOBU U APTEPUAIID-
HO¥ runepreHsuctt 1-i crenenu. Ha hone mpoBogumMont
HMMMYHOCYIIPECCUBHOM TEPAIUU LIUKIOCIIOPUHOM A ObLIa
JOCTUTHYTA YaCTUYHAS PEMUCCHS 3a00/1€BAHMA. B iHaMu-
ke Habmonerust CKO ocraercs >90 mir/mut/1,73 M? npu
IUIATEILHOCTH 326071€BaHNA 06 MECALIEB.

B pesyabraTe IpOBEJEHHOIO MOJIEKY/LIPHO-TEHETHYE-
CKOTO nccieioBanus rena NPHS1 y 31 (58,5%) manyenTa
¢ CPHC 6bU10 BBIABIEHO 4 BU/Jd 3aMEH HYKJIEOTH/IHBIX I10-
CJIEIOBATENBHOCTEH, PAHEE ONHUCAHHBIX B I'€HETUUYECKUX
6a3ax gaHHbIX: C.349G>A (p.Glul17Lys) (rs3814995) B
aK30HE 3 (n = 27), ¢.791C>G (p.Pro264Arg) (rs34982899)
BaK30He 7 (n = 3), c.1175C>T (pLer392Pro) (rs3432060)
(n=3)uc.1223G>A (pArg408GIn) (1s33950747) B 3K30HE
10 (n=4). CyMMapHas 4aCTOTA IOJIUMOP(PHBIX MAPKEPOB
rena NPHS! y nerert ¢ CPHC CcTatuCTU4eCK 3Ha4UMO He



MonumopdHsie mapkepsl rexa Hedpura (NPHST) npu cniopammyeckom crepoma-pesucTeHTHOM HedpOTUYECKOM CHHIPOME Y AETel

OTIIHYAIACH OT TPYIIIBI KOHTPOJIs: 31 (58,5%) u 34 (68%)
COOTBETCTBEHHO (P = 0,47). BbLABNIEHHBIE TOIUMOP(HBIE
Mapkepel reHa NPHS1 y 27 (87,1%) netert ObUId B reTeposu-
TOTHOM COCTOAHMY, Y 4 (12,9%) mauuenToB ¢ HonMMopd-
HBIM MapKepoM C.349G>A — B TOMO3UI'OTHOM COCTOSIHUN
10 eI A.

Tabaruya 1
Pacnpenenenue auieIbHbIX 9aCTOT U TeHOTHIIOB NPHS 1
y aere ¢ CPHC u B rpyminie KOHTposA (n = 103)

OpMFMHOJ’IbeIe CTaTbM

Pacnipezienenye AJUIEIbHBIX YACTOT U TeHOTUIIOB NPHS 1
y gerert ¢ CPHC B CpaBHEHNH C TPYIIION KOHTPOJIA U T10-
IYJLILMOHHBIMU JAHHBIMYU HAXOAWIOCh B COOTBETCTBUHU C
pasHOBecHeM Xapau—Bainbepra, 4To CBUACTEIbCTBYET
00 OTCYTCTBUHU aCCOLMALIMH BBIABICHHBIX MAPKEPOB C.349
G>A,¢.791 C>G, c.1175 C>Twu ¢.1223 G>A € pa3BUTHEM 3a-
0OJIEBAHUSI B UI3Y4aEMOH BBIOGOPKE (TA0L. 1).

CpaBHUTENBHBIA AHAIN3 KIMHUYECKUX XAPAKTEPUC-
TUK 00sbHBIX ¢ CPHC B 3aBUCUMOCTH OT HAINYHS TIOJIHU-
MOP(MHBIX MapKepoB I'eHa NPHS1 HE BbISIBUI CTATUCTU-
YECKU 3HAYNMBIX PA3IUYUI BO3PACTA MAHU(ECTAIIUN

omu- | Aimens/ | CPHC | Tpymma | p | O U JUINTETBHOCTU 3200JIEBAHUS, 4 TAKXKE BBIPAKEHHOCTU
mopubie | Fenorui | (n=53) | KOHTPOIIS (95% | IPOTEUHYPUU ¥ CPDOKOB KATAMHECTUYECKOT'O HAOIIONEHUA
MapKEpBI (n=50) AW | GonmbHbIX (TAbiL. 2).
NPHSI (P;l\?gled I[Ipu aHaamMse pacrpesenseHus MophoIOrnIecKux
n= 5{3) BapranToB CPHC yCTAaHOBIEHO, UTO V IETEU C HAIUMYUEM
NOJIMMOP(HBIX MapKepoB rena NPHS1 110 CpaBHEHUIO
c349G>A | Amtems | 317106 | 39/ 16106 049 10,241 08 | ¢ manmenTaMu 6€3 MAPKEPOB OTMEUYEHA CTATHCTHYCCKU
(=27 14 (29,3%) | (33.6%) (?’Z; 3HAYMMAs TEHJCHIIUI 60JIee YaCTOro BhisiaeHMs M3IITH:
Amnens | 75/106 | 77/116° ’ 32,319,5%, (p=0,05) u penxoro — HCMU: 0 u1 14,3% (p =
G (70,7%) | (66,4%) 0,06) (Tabm. 3).
Tenotumn | 26/53 | 25/58' | 040 |082| - Ta6ruya 2
GG (“9,1%) | (45,1%) KiimHanueckas XxapaxkrepHuCcTuka manueHTos ¢ CPHC
Tenotur| 23/53 | 27/58" B 3aBHCHMOCTH OT HAIUYHSA IIOJIUMOP(PHBIX MapKEPOB
GA (43,4%) | (46,6%) rena NPHS1 (n=52)*
Tenorun| 4/ 505 6/ 5%‘ TMokazarenu Hamraue OrcyrcrBue p
AA (7,5%) | (10,3%) MapKepoB MapKepoB
c791C>G | Amens | 103/106| 98/100 | 0,15 |0,35| 0,7 rcg’;‘fggﬂ Fel(‘r? fgﬁsz
(n=3) c (97,2%) | (98%) (0,1-
4.3) Bospact manudecranun 9,0 10,0
Awtens | 3/106 | 2/100 ’ > e 0,25
e (2.8%) (2%) roIpl (5,0; 13,0) (6,5,13,5)
IIporennypus, 3,8 3,1
Tenorun | 3/53 2/50 | 0,115 [035| 14 > , - 0,49
9,0) JUTUTENbHOCTD 60,0 51,6
F'enorunn| 0/53 0/50 N B 0,2
GG (0%) (0%) 3260J1€BAHUST, MECSITHI (36,0;90,0) (33,0, 78,0)
I TETbHOCTD 42,0 48,0
Tenortun | 50/53 | 48/50 N ¥ 0,24
cC (93,3%) (96%) Ha6JTIO/ICHYS, MECSIIIbI (18,0, 54,0) (27,0, 81,0)
" — Hayuenm c 2emeposu2omnoti mymauueti 1218 G>A 6 2ene
“ 1£755C>T gmem’ 183/ 21(3 6 9%@)/00 0,15 10,35 8 17 NPHS1 uckmouen u3 ananu3a Kiunuko-mopgPonoeUteckux u yH-
n=3 ©7.2%) | O8%) ( 4 ’5)_ UYUOHATIGHBIX XAPAKMEPUCIUK.
Amtens | 3/106 | 2/100 ’
T (2,8%) (2%) Tabauya 3
Pacnpenenenne mopdonornyeckux sapuanTos CPHC
Tenorum| - 3/53 5/50 100051047} 0,9 Y ieTeil B 3aBHCUMOCTH OT HATHYHSA OTUMOPPHBIX
CT (5,7%) (6%) (%)— Mapkepos reHa NPHS1 (n = 52)
Tenorun | 0/53 0/50 ’
T (0%) (0%) Mopdono- Hamaue OrcyrerBue p ol
TAYECKHE MapKEPOB MapKEPOB (95% 1)
Tenorun | 50/53 47/50 BapuaHTel | reHa NPHS1 | rena NPHS1
cC 93,3%) | (94%) (n=31) (n=21)
¢.1223G>A | Aitens | 102/106 | 96/100 | 0,007 {047 | 1,1 OCI'C 15 10 096 1,0
(n=4) G (96,2%) | (96%) 03-| [(n=25) (48,4%) (47,6%) ’ (0,3-3,1)
49
AJnenn 4/106 4/100 HCMH 0 3 0.06 0,08
A (3,8%) (4%) (n=3) (0%) (14,3%) PP 10,004-1,7)
Tenorun | 4/53 4/50 0,007 1047 09 M3IITH 10 2 005 0,2
GA (7,6%) (8%) ©2-| |[(n=12) (32,3%) (9,5%) ' (0,04-1,1)
4,0)
Tenorun | 0/53 0/50 M6IITH 4 4 041 0,6
AA (0%) (0%) n=8) (12,9%) (19,1%) ’ (0,1-2,9)
Tenorun | 49/53 | 46/50 MH 2 2 054 0,7
GG (92,5%) | (94%) (n=4) (6,4%) (9,5%) g (0,1-5,1)
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OpruHanbHbe CTaTbM J.C. Mpwxomuna, O.. Puixkosa, A.B. Monskos
Tabruya 4 Onpepenenue 3(pPHEKTUBHOCTH UMMYHOCYIIPECCUB-

CpasuuTensHas 3P PEKTHBHOCTD HOIT Tepanuu 1-i1 iuHuu npoBezieHo v 40 (75,5%) neret,
HMMYHOCYHPECCHBHOH Tepamuu 1-H tnauu CPHC Y KOTOPBIX TIPUMEHSUICS IUKI0(ocdaH B/B (n = 25), 1u-
yAeTeH B 3aB“CHMOCTr“ m}r\gggnﬁ :ZJ(I)HMOP‘I’HHX K1ocopus A (n = 13) u Mukogperonata MoeTus (n = 2).
Maplepos rexa ( ) He BBIBIEHO CTATUCTHUYECKH 3HAYUMBIX DAZTUIHI Y

Hoxasarens Hamrawe |Orcyrersue| p Ol MALUEHTOB C HAIMYUEM M OTCYTCTBUEM HOIII/IMOp(pHI)I)E
MApKEPOB | MAPKEpOB (95% JTI) MapKepoB reHa NPHS1 HU B 4aCTOTE PA3BUTHS ITOJTHON
rena NPHS1 | rema NPHS1 Y 9aCTUYHOM PEMUCCUU 3200JIEBAHMA, HU B YACTOTE OT-
(n=25) (n=15) cyrerBua 3P MEKTa IPOBOJUMON UMMYHOCYIIPECCUBHON
TTonHast pEMHCCHs 11 6 054 1,2 Tepanuu 1- JIMHUK (Ta0. 4).
(n=17) (44%) (40%) ’ (0,3-4,3) Meauana 3nayenu CK® Ha mociiejHee KaTaMHEeCTU-
YECKOE HAOMIOACHUE CTATUCTUYECKU 3HAYUMO HE Pa3-
YacruaHas 5 1 025 3,5
pemucenst (n = 6) (20%) (6,7%) 231 (0,4-33,3)| T9amach y 60apHbix ¢ CPHC ¢ HATMYHEM 1 OTCYTCTBHEM
noMMMOPQHBIX MapKepoB reHa NPHS1: 1354 (75,4; 168,5)
OrcyrcrByue 9 8 0,5 . 2 = _
sdpabexcra (n = 17) 36%) (53.3%) 0,23 ©.1-18) 1 123,6 (73,0, 1494) MJI/MI/IH/1,737 m*/ron (p=0,17). CH:I
xerne CKO <60 mn/mun/1,73 M* BbIIBIEHO y 7 (22,6%)

GOJIBHBIX C HATMYMEM TTOTUMOP(pHBIX MAPKEPOB
reHaNPHS1 ny 4 (19,1%) — c OTCyTCTBHEM TAHHBIX
, , , ‘ , : : ‘ mapkepos (p=0,52); Ol = 1,2 (95% [I1: 0,3-4.,9).
100 i o oo b R oeeeeee e Temnbl uameneHni CK® B rof TAKKe CTATUCTHYE-
‘ ‘ ‘ ‘ CKU 3HAYHMMO HE PA3INYAINUCh CPEAN ITALIUEHTOB C
; ‘ : by ; ; ; ; ; CPHC c HaM4YMeM 1 OTCYTCTBUEM IOTUMOP(HBIX
80l Lo R . 3 R L R A Mapkepos rera NPHS1: 6,7 (1,8; 12,3) u 6,0 (0,3;
I a1 11,6) Mt/mimi /1,73 32/rog (p = 0,38).
e oo oo e T e oo A S KymynaTuBHas MOYEIHAST BEIKUBAEMOCTD
‘ ‘ ‘ ‘ ‘ ‘ ‘ ‘ : : 3HAYMMO HE pa3imdanach y 6onpHeix CPHC ¢ na-
JIMYUEM U OTCYTCTBUEM IIOTIMMOP(PHBIX MAPKEPOB
reda NPHSI: 5-1eTHAA BBUKUBAEMOCTb COCTAB-
s — 89,9 u 85,5%, 10-netHss — 53,8 u 63,2%
COOTBETCTBEHHO (P =0,94) (puc. 2).

YuuThIBas HAUOOJIBIIYIO YACTOTY HOTUMOP-
HOro Mapkepa ¢.349G>Arena NPHS 1, BbIABIEHHO-
roy 27 (50,9%) gereit co cnopaguaeckum CPHC,
HAMU OINPEJCICH KYMYJIATUBHAS [TOYECUHAS
BBIKMBAEMOCTD Y OOJIBHBIX C HATMYUEM U OTCYT-
CTBUEM JIAHHOT'O MapKepd, KOTOPast CTATUCTHU-

Puc. 2. KyMyIATHBHAA IOYEIHAS BRKHBAEMOCTS y ftereri ¢ CPHC YECKU 3HAUYMMO HE PAZIUYAIACh U COCTABIIIA:
B 3aBHCHMOCTH OT HATHIHA OJTUMOP(HBIX MapKepoB rena NPHS 1 5-netHsst — 92,91 89,2%, 10-1eTHA — 64, 3u 66,9%

o 3aBepw. + LeHsypup.
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KymynaTuBHas noyevHasi BbbKMBaAeMOCTb, %
(CK® <60 mn/mun/1,73 m2)

0 20 40 60 80 100 120 140 160 180 200
OnutenbHOCTL 3aboneBaHns, MecsLbl

— Hanunuue nonumopdHbix mapkepos reHa NPHST (n = 31)
- -+ OTcyTcTBME NonMMOpdHbIX Mapkepos reHa NPHS1 (n = 21)

(n=52) cootsetcTBeHHO (P =0,79) (puc. 3).
KyMyJISITHBHAS TOYEYHAS BBLKUBAEMOCTb CTa-
o 3asepul. + Llensypup. TUCTUYECKU 3HAYMMO HE PA3TUYAIACD Y OOIBHBIX
100 b e g [ S SR [ S ¢ CPHC B 3aBUCHMOCTH OT I'€HOTHIIA TOJIMMOP(-
: CEETI ey : : : HOTo Mapkepa ¢.349G>A rena NPHS I 1 COCTaBUIA:
90 [-ioeeeneees }"'c'r-:f-jﬂﬁ«Hof-f*'-f-'-}-f---ri """"" Rt SEREEEEEE

S-nerHadt — 100% y marueHToB — HOCUTENEH TOMO-
3uror, 80% — y KOMIIAyHA-TE€TEPO3UIoT, 94,1% —y
IIPOCTBIX I'ETEPO3UTOT U 89,2% — y HALIUEHTOB O€3
NPHS1 mapxkepos (p = 0,59); 10-neTHsasa noyed-
Hast BBDKMBAEMOCTb COCTAB/IA 0% Y TOMO3UIOT,
80% — y KOMIIAyHA-TE€TEPO3UIOT, 77% — Y IIPO-
CTBIX TETEPO3UTOT 1 66,9% — v feTert 6e3 NPHS1
MapKepOB (pUC. 4).
Puck nporpeccupoBanus CliopaiuuecKkoro
CPHC y merent He 3aBUCEN HUA OT HAMWYUA I10-
: : : : : : : : muMopHBIX MapKkepos rena NPHS1 (p = 0,306,
0 20 40 60 80 100 120 140 160 180 OIll = 1787 95% IIU: 074_7,7), HU OT HAJIUYUSI

p=0,79

KymynatmeHas noyeyHas
BbIXMBaemocTb, %

20

[nuTenbHocTb 3a6onesaHmsi, MecsiLibl Mmapkepa ¢.349G>A (p=0,5; Ol = 14 (0,3-7,3),

— Hanwnune mapkepa c.349G>A (n = 21) HHU OT I'CHOTHIIA JAHHOI'O MapKCpil C549G>A

--. OtcyTcTBME Mapkepa €.349G>A (n=21) romo3urotHoro (p = 0,53; Ol = 2,0 (0,2-26,2),

Puc. 3. KyMmyaATHBHAA IOYE€YHASA BBIXKHBA€MOCTD y AeTer ¢ CPHC KOMIIAYH/I-T€TEPOSUTOTHOTO (P = 0,6; Ol = 1,5

B 3aBHCHMOCTH OT HATHYIHA IOTHMOP(HOTO MapKepa ¢.349G>A (0,1-18,5), mpocToro rerepo3uroTHOro (p=0,38;
rena NPHS1 (n =42) OlI=1,9 (0,4-9,7).
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OpWMHOJ’IbeIe CTaTbM

Hamu He BBIIBIEHO CTATUCTUYECKN 3HAYUMbBIX

paznuunii 3PEHEKTUBHOCTH UMMYHOCYIIPECCUB-
HOY Tepanuu 1-MIMHUHA Y TAUEHTOB C HAIMYUEM
1 OTCYTCTBUEM IOJMMOP(HBIX MAPKEPOB I'€HA
NPHS1. Onnaxo B pa6ote A. Philippe et al. y 5 u3
9 (55,6%) meTeit ¢ KOMIAYH/] TeTEPOZUTOTHBIMU
MyTauusamu B rene NPHS 1 1 manugecranue cro-
paauaeckoro CPHC B Bospacre 3,0 (0,6-8,0) jer
OTMEYEHA PE3UCTEHTHOCTD K MMMYHOCYIIPECCHB-
HOM TEPAIMK LUKIOCIIOPMHOM A 1 BHYTPHUBEH-
HBIM HHUKJIO(DOCHAHOM U IIOCJIEAYIOIEE PAZBUTHE
XITH [19]. Hannune KOMITAyHJ TETEPO3UTOTHBIX
MyTalui B rene NPHS1 y MAIIMEHTOB CO CIIOPa-
JquyeckuM CPHC aBTOpaMy pacCMaTPpUBAETCA KAK

0 20 40 60
[nutenbHoCTb 3aboneBaHusi, MecsLbl
— lomosurotel ¢.349G>A NPHS1 (n = 4)

- -- KomnayHpg-reteposurotel ¢.349G>A NPHS1 (n = 5)

-« leTepoaurotbl €.349G>A NPHS1 (n = 17)
—— OrtcytctBre mapkepoB NPHS1 (n = 21)

Puc. 4. Kymy/IATHBHAA II0YEYHAA BBIZKUBA€MOCTS y AeTer ¢ CPHC
B 3aBHCHMOCTH OT '€ HOTHIIA TOTUMOP(HOTOo Mapkepa c.349G>A

rena NPHS1 (n =47)

OO6cy:xneHue

[IpoBeIEHHOE MOJIEKYIAPHO-TEHETUYECKOE UCCIIE-
JOBaHUeE y jeTent co crnopaguyeckuM CPHC He BBIABUIO
TOMO3UI'OTHBIX MyTaluil B rene NPHS1, OTBETCTBEHHBIX
32 PA3BUTHE BPOXACHHOI'O HEPPOTUUECKOIO CUHAPOMA
(PMHCKOI'O THIIA, YTO COITIACYETCA C PE3YNLTATAMUA PAHEE
IIPOBE/IEHHBIX UCCIEI0BAHNI [4, 14, 19, 20].

FereposurorHas myranus ¢.1218 G>A (pAla4006Alq)
rena NPHS1 npentudunuposana y 1 (1,9%) nanuenra ¢
CPHC B KOMOMHAIIMY C TOTUMOP(HBIM I'€TEPO3UIOTHBIM
MapkepoMm €.872+7A>G rena NPHS2. COTTacHO JJAHHBIM
JIUTEPATYPHI, TETEPO3UTOTHBIE MyTanuu reua NPHSI,
KaK IIPOCTBIE, TAK 1 KOMIIAYHJ, onpeaensmch y 0-11,8%
60bHBIX cO cnopagudeckum CPHC [4, 14, 19, 20]. B pa-
6ore S. Santin et al. rereposurorusie NPHS1 myranuu
WAEHTU(ULIUPOBAHBL Y 14% neTer 1 b y 2% B3POCIIBbIX
MarueHToB o cnopaaumdecknM OCI'C[20]. B uccnenosannmn
AT.Lahdenkari et al. y 1 u3 25 (4%) B3pOCJIBIX TALIUEHTOB
C IIepeHECEHHDIM B eTCTBe HCMM 1 COXpaHHBIMU (DYHK-
LIUAMU [TOYEK BbIABIEeHA Fin-major myrannsa rena NPHSI B
IeTEPO3UTOTHOM COCTOAHUH [14]. B muTepaType uMeroTcs
HEMHOI'OYHUCJICHHBIE OIIUCAHNA JUT€HHOI'O HAC/IEJOBAHNSA
T'€TEPO3UIOTHBIX MYTALUH M NOJIUMOP(MHBIX MAPKEPOB
reHoB NPHS1 n NPHSZ2 npu He()POTUIECKOM CHUHAPOME
C T'MIIOTETUYECKUM OOCYKIECHUEM BO3MOXKHOI'O MOAU(U-
L[I/IPYIOH_ICFO BJIMSHUS JAHHBIX I'€EHOTUIIOB HA (pCHOTI/IH
3a6oneBanu [13].

BnpeacrasieHHOM UcciejopaHnn y 31 (58,5%) peden-
Ka co criopajuyecknM CPHC 65110 BBIABIECHO 4 BHJA TO-
TIMOP(MHBIX MapkepoB reHa NPHS1: ¢.349G>A, ¢.791C>G,
¢.1175C>T, ¢.1223G>A, IpEUMyIIECTBEHHO B I€TEPO3UTOT-
HOM COCTOSIHUU — Y 87,1%. I1pr 3T0M IONUMOP(HBIN Map-
Kep ¢.349G>A B rene NPHS1 6bU1 Haubo1ee 4acTo BCTpe-
YdEeMBbIM U UAECHTU(ULIUPOBAH y 50,9% manuenTos. B nc-
cneposannn AT, Lahdenkari et al,, kak 1 B Hameit pabore,
nomMOpGHBIA Mapkep ¢.349G>A Brene NPHS 1 BHIABISIICSA
Haubosee 4acTo —y 17/25 (68%) marpentos c HCMU [14].

° o 3aBepw. + LieHsypup.
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BO3MOKHOE OOBbACHEHUE MEHEE BBIPAKEHHOIO
(penoruna 3a60m€BaAHUA C OCTATOYHBIMH (DYHK-
IUAMU HE(PPUHA.

[TosryyeHHble HAMU JAHHbBIE OTHOCUTEIBHO OT-
CYTCTBHUSA ACCOLMALINI ITOJUMOP(pHBIX MAPKEPOB
Brene NPHSI ¢ IporpecCUpOBAHUEM CIIOPAIAYE-
ckoro CPHCYy zieTer COrnacyroTcs C pe3yIbTaTaMu
uccnegosanuit AT. Lahdenkari et al. u G. Caridi et
al., OJHAKO YKAa3aHHbIE UCCIICJOBAHNA BKIIOYAIN
MaJIOYUCTIEHHbBIE BEIOOPKH TAIIMEHTOB (N = 5) U
(n=2) coorBeTcTBEHHO [14, 4].

Takum ob6pazom, y gereit co cnopaguueckum CPHC
YCTAHOBJICHA HU3KAA Y4CTOTA [E€TEPO3UTOTHBIX MyTALIUI B
rere NPHS 1, coctasmstionias 1,9%.Y 58,5% maiineHToB UjieH-
TUPULHPOBAHO 4 BUJA IOJUMOP(PHBIX MAPKEPOB I'€Ha
NPHS I, IpEUMYIIECTBEHHO B I€TEPO3UTOTHOM COCTOSHUM.
[Ipu 3TroM ommMopdHbI Mapkep ¢.349G>A rera NPHS 1
SIBJISUICSL HANOOJIEE YACTO WICHTU(DHUITUPYEMBIM B JAHHOI
BRIOOPKE U onpezemsica y 50,9% naunentos ¢ CPHC. He
BBIABJIEHO ACCOIAAIUNA TOTMMOP(PHBIX MAPKEPOB I'eHA
NPHS1 ¢ a(p(peKTHUBHOCTHIO UIMMYHOCYIIPECCUBHON Tepa-
nuy 1-¥1 IMHUY ¥ IPOIPECCUPOBAHUEM CIIOPAAUYECKOTO
CPHCy ieTert He3aBUCUMO OT BHJIA U TeHOTUMa. Hammane
NOJIMMOP(HBIX MAPKEPOB rena NPHSI He OKa3bIBAET MO-
JU(ULHPYIOWIETO BIMAHNA HA TEYCHUE CIIOPAAAIECKOIO
CPHCYy peren.
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'Y BI10 «Ka3aHckuii FTMY» MuH3gpaBcoupa3Butns Poccun

Renal functions in patients with gout and no signs of chronic

renal disease
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Knioueeswnte cnosa: nooazpa, oyHKLUA NOUEK, MOUCEASA KUCOMA, 2UNEPYPUKCMUSL, KAHANLUCEAL OUCHYHIUUA.

B mocnegHue JeCATIIETHA OTMEUYAETCA YBEIHYEHHE PACIIPOCTPAHEHHOCTH TOJArpsl. IIOMHMMO CyCTaBHOTO
cuHjpoma 'y 30-50% GOIBHBIX HMEETCS IOPAKEHHE II0Y€EK, B TOM YHCIIE ToAarpuIeckas Hedpomarus.

Ilesb MCCIefOBAHMA: H3YIUTh HAPIHATbHBIE (DyHKITHH IIOYEK M HX B3AHMOCBA3b C KIHHHYECKHMH II0Ka32a-
TE/IMH Yy HAITHEHTOB C IOJATPOF ¥ COXPAHHOM (DyHKITHEH IMOYECK.

06c1enoBano 62 60IBHBIX C BEPU(MHUIHPOBAHHBIM JHATHO30M IIOJArPa, 6€3 npu3HakoB XBIL. KOHTPOIbHYIO

I'PYIIITY COCTABIBLUIH 29 3I0POBBIX JOOPOBOJIBIIEB.

B ucciremyeMoit rpymie Kpome BEICOKOTO YPOBHS MOYEBOM KHCIOTHI B KpoBH - 510 [410; 633] MKkMO1B /71 - OGHA-

PY’KEHO CHH KEHHE KIMPEHCAa MOYEBOM KHCIOTHI - 5,3 [3,8; 7,5] mu1/MuH/1,73 M? 1 ee aKCKpeTupyeMoi (hpaxkiuu Ha
(boHe 3HAYMMOT0 HOBHIIIEHUA (PIIHTPYEMOIO 00beMa U Pea0COPOIIUH. BBIsBIEHBI B3ANMOCBA3H MEK/y YPOBHEM
MK KpOBH M TAKHMH KIHHHYIECKUMH IOKA3ATE/SIMH, KAK HATHIHE TO(YCOB, 00IIee KOTHIECTBO MOPAKCHHBIX
CyCTaBOB, 9YaCTOTA 000CTPEHHH, RO-CTaiMsA U HHAEKC TAKECTH moAarpsl. OnpeeneHa cBa3b (DyHKITHOHAIBHOM
HEIOCTATOYHOCTH APTPUTA C OKA3ATE/SIMH ITOYECTHOT'O OOMEHA MOYEBOM KHCIOTHI (AKCKPETHPYEMOI (DpaKIiu
MOYE€BOH KMCJIOTBI), 4 HE C yPOBHEM MOY€EBOM KHCIOTHI KPOBH.

Aopec ona nepenucku: 2. Kasaro, 1. Operoypeciuti mpaxm, 0. 138. Pecnyonuxarnckasn kaunuveckas 6onvHuya M3 PT
Tenegpon/gpaxc: 8 (843) 261-51-99. Maicydosa Adens Haunesra
E-mail: adelyamaksudova@gmail.com
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