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PEDEPAT

LIEJIb. NccnepoBaHme nonumopduamMa reHoB, aCCOLUMMPOBAHHbLIX C HACNeaCTBEHHOM TpoMmbodunmein, y netei ¢ HedbpoTu-
4eCKMM CUHAPOMOM, NEPBUYHBIM W BTOPUYHBLIM rioMmepynoHedputom (MTH). MALUMEHTBI U METO/bI. Y 151 naumenTa: 31 - ¢
rOPMOHOYYBCTBUTENbHBIM HEPPOTMYECKUM cuHAPOMOM (HC); 95 ¢ xpoHnyeckum M'H n 25 — ¢ BTopryHbIM MH npu CUCTEMHBIX
Backynutax metogom MNLP nccneposaHbl annenbHble BapraHThl reHoB daktopa V (G1691A, FV Leiden), dakTopa Il (npoTpomMOuH,
G20210A), meTtuneHteTparngpodonat peaykrassl (MTHFR C677T), paktopa | (bnbpuHoreH, G-455A), nHrnbutopa aktmaropa
nnasmuHorexa (PAI-1 - 6754G/5G) n rmnkonpotewnHa llla (Gpllla, T1565C). PE3Y/IbTAThI. MyTtaums FV Leiden o6HapyxeHa 'y 9
(6,0%) naumeHTOB 06LLLEN rpynMbl, YTO HECKOJILKO BbILLE, YHEM Y 340PO0BbIX. BbiCOKas HacToTa AaHHOM MyTauMm XxapakTepmnso-
Bana nauneHToB ¢ HC — 12,9% (OR=3,2; p=0,05). MyTauus B reHe npoTpomMobuHa obHapyxeHa y aAsyx u3 151 naumerra (1,3%)
Nno CpaBHEHMIO C 2,2% B KOHTpONe. Manoe Konm4ecTBo roMo3uroT no annenio 677T reHa MTHFR 3apernctpuposaHo B 06LLel
rpynne 6onbHbIX — 6 (4,0%) no cpaBHeHuto ¢ 10,1% B rpynne cpaBHeHus (OR=0,4; p=0,03). BonbHbix ¢ HC ¢ 9TMM reHoTUNoOM
He BbISiBNeHO. ons 1L, ¢ roMo3nroTHbiM reHoTunom Gpllla 1565CC B obLwuei rpynne 60nbHbIx cocTaBuna 4,0% npoTtus 0,9%
B rpynne 300poBkix (OR=4,7; p=0,04). Beicokas 4acToTa 9TOro reHoTmna obHapyXxeHa y naumeHToB ¢ BTOpUYHbIM H npu cu-
cTeMHbIx Backynutax (12,0%, OR=15,4; p<0,01) B otin4me ot 605bHbIX ¢ HC, y KOTOPbIX TaKOW reHOTMMN He BcTpedasncs. Jons
retepo3uroT no reHy Gpllla okazanacb Hanbonee Bbicokoi y naumeHToB ¢ HC — 38,7% 1 caMoi HU3KOW Y NaLMEHTOB C rnome-
pynoHedPUTOM NpU CUCTEMHBIX Backynutax — 12,0% no cpasHeHuio ¢ 32,0% B koHTpone (OR=0,3; p=0,04). SAKJIIOYEHUE.
Bbicokasi yacToTa BCcTpedyaemocTu mytauum FV Leiden y nayyenToB ¢ HC — 12,9% (OR=3,2; p=0,05).

KnioueBblie cnoBa: netu, HeppoTMIECKMIA CUHOPOM, FTIOMepynoHedpuT, remocTas, TPoMOodUNNS, NOAMMOPPU3M rEHOB.

ABSTRACT

PURPOSE OF THE RESEARCH: to investigate the polymorphism of genes associated with inherited thrombophilia in children
with nephrotic syndrome, primary and secondary glomerulonephritis (GN). PATIENTS AND METHODS. In 151 patients (31 with
hormone-sensitive nephrotic syndrome (NS); 95 with primary chronic GN and 25 patients with secondary GN in systemic vas-
culitis) were investigated allelic variants of the genes of factor V (G1691A, FV Leiden), factor Il (prothrombin, G20210A), meth-
ylentetrahydrofolate reductase (MTHFR C677T), factor | (fibrinogen, G-455A), an inhibitor of plasminogen activator (PAI-1 -675
4G/5G) and glycoprotein llla (Gpllla, TS). RESULTS. Mutation FV Leiden detected in 9 (6,0%) patients of the total group, which is
slightly higher than healthy. The high frequency of this mutation characterized patients with NS - 12,9% (OR=3,2; p=0,05). The
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mutation in the prothrombin gene was detected in two patients of total group (1,3%) compared with 2.2% in the control. A small
number of homozygotes for allele 677T MTHFR gene registered in the total group of patients — 6 (4,0%) compared with 10,1% in
the control group (OR=0,4; p=0,03). No one patient with NS with this genotype was detected. The proportion of individuals with
the homozygous genotype Gpllla 1565CC in the total group of patients was 4.0% against 0.9% in the healthy group (OR=4,7;
p=0,04). The high frequency of this genotype was detected in patients with secondary GN in systemic vasculitis (12,0%, OR=
15,4; p <0,01), in contrast to patients with NS in which this genotype was not met. The proportion of heterozygotes in Gpllla
gene was highest in patients with NS — 38,7 % and the lowest in patients with glomerulonephritis in systemic vasculitis - 12,0%
compared to 32,0 % in the control (OR=0,3; p=0.,04). CONCLUSION. High frequencies of mutation FV Leiden characterized

patients with NS to 12,9% (OR=3,2; p=0,05).

Key words: children, nephrotic syndrome, glomerulonephritis, hemostasis, thrombophilia, genes polymorphism.

BBEAEHUE

AKTYyaJbHOCTH TPOOIEMbI 00yCIOBIICHA YaCTHIM
pazsutuem Tpomoodumnn npu HC, I'H y nereit [1-8].
B nuTeparype penko npeaMeToM CrieuaibHOro n3yyve-
HUS SBJSUIOCH MCCIIEIOBaHUE AJJIEIBHOTO MOJIMMOP-
(u3mMa TeHOB, aCCOIMUPOBAHHBIX C HACJIEACTBCHHOM
TpomOourel u nucyHKIMEH reMocTasa, y aeTei
cI'H.

Lenb — n3y4nTh 0COOCHHOCTH aJICILHOTO TIOJIHU-
Mop$H3Ma reHOB, aCCOLIMUPOBAHHBIX C HACIIEICTBEH-
HoM TpoMOomneit, y 6onbHBIX Aeteit ¢ [H.

NAUUEHTbBI U METOAbI

B uccnenoBanue BritoueH 151 manueHT B Bo3pacTe
ot 1 rona 4 mec 1o 18 ner ¢ 'H u HC, copmupoBansl
3 rpynmsl. B 1-10 rpynimmy Botwu 31 GomnbHOM ¢ TopMO-
HouyBcTBUTENBHBIM HC; BO 2-10 — 95 OONBHBIX € Xpo-
HUYECKUM U B 3-10 — 25 aereit ¢ BropuunsiM ['H npu
cucteMHbIX BackynuTtax (ANCA-accounnpoBaHHOM,
CUCTEMHOW KpacHOM BosiyaHke, nyprype lllenneii-
Ha—['eHoxa). [pynny cpaBHeHus coctaBmin 228 3710-
POBBIX, HE UMEBIIMX B aHAMHE3€¢ TPOMOOTHYECKHX
OCJIOKHEHMU. J[eTeKMIo ajleabHbIX BapUAHTOB Ie-
HOB MeTuiieHTeTparuapodonar pexykrassl (MTHFR
C677T), paxropa Il (mporpomoOun, G20210A), hakro-
pa V (G1691A, FV Leiden), ¢paxropa I (pubpuHores,
G—455A), uHrubuTopa aKTUBATOpa IJIA3MHHOICHA
(PAI-I =675 4G/5G) u mukoniporenna Illa (Gpllla,
T1565C) ocymectsinsiiu ¢ moMoinbto metona 1P, ¥V
OOJILHBIX UCCIIEIOBAIN TIOKA3aTEeIN TeMOCTa3a; akTH-
BUPOBAHHOE MTApLUAIBHOE TPOMOOILIACTHHOBOE BPEMSI
(AIITB), npoTpoMOMHOBEIH MOKa3aTenb Mo KBuky,
TPOMOMHOBOE BpEeMsl, KOHIICHTpaIui0 (PUOPUHOTCHA,
akTHBHOCTH (akropa VIII cBepThiBaHUS KPOBH, aK-
TUBHOCTH (pakTopa BuiieOpanna, akTHBHOCTh aHTH-
TpoMOHMHA, BpeMs JIN3UCa FyTIIIOOYTHHOBON (pakiuu
1a3Mbl (XaremaH-3aBUCUMBIN 1u3Kc). OLeHKa cOCTo-
SITHUSL CUCTEMBbI TeMOCTa3a MPOBOJMIIACH B CPAaBHEHUH
C pe3yJibTaTamMy, MOJIYYeHHBIMH B TPYIIIE 3710POBBIX
nun 6e3 TPOMOOTHYECKUX OCIIOKHEHHI B aHaMHE3e.
Jl1 mpoBepKHU COOTBETCTBUS 3aKOHA PacIpeieIeHUs
3HAUYEeHUI MoKa3arejed HOPMaJIbHOMY 3aKOHY HC-
MoJab30BaHbl Kputepuu comacus lanupo—Yunka u
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KonmoropoBa—CmupHoBa. 1151 BBISBICHHUS 3HAYUMBIX
pasInunil MeXly BEIOOpKaMH NPUMEHEHBI KPUTEPHUi
CrhloIeHTa, ABYCTOPOHHUIA M OJHOCTOPOHHHM KpH-
tepun ManHa—YutHu. [lna ananuza ocoOeHHOCTEH
nonuMopQu3Ma reHoB B TPyIIax HCIOIb30BaAHO
orHomeHue maHcoB (OR). Bo Bcex cimywasix craru-
CTHYECKas 3HAYMMOCTh PA3JINYMI MPUHUMATIACh TIPU
3HaueHnu p<0,05.

PE3YJIbTATbI

N3 151 naupenra auarnoctupoBassl y 31 ropMoHoO-
gyBcTBUTENBHBIN HC; y 95 — xponnueckuii 'H (IgA-
HedponaThs, Me3aHruonponudepaTuBHbINA, MeMOpa-
HONpoJu(epaTUBHBINA, (HOKAIHLHO-CETMEHTapHBIH
IIOMEPYIIOCKIIEPO3, MeMOpaHO3Has NIOMEpYJIOaTHsi),
y 25 — Bropuunslii 'H nipu cucTeMHBIX BacKyauTax —
ANCA-accounnpoBanHoM (6), CUCTEMHON KpacHOU
Bomuanke (13), mypnype Llenneitna—I'enoxa (6).

Knunuueckas xapaxmepucmuxa 2opmoHouyecmeu-
menvHoz2o HC y demeti

Kinnuko-nmabopatopHblii CAMITOMOKOMILIEKC TOp-
MonouyBcTBHUTeNbHOr0 HC BeIpaxkeH y 31 6ombHOTO
(22 manpurka 1 9 7eBOUCK; MUHUMAITBHBIN BO3pacT 1,4
roja, MakCUMaJbHBIN 17 5tetT, Meauana 7,25). [1e6roT
3a00s1eBaHMsI B ATOM IPyMIE XapaKTEpU30BaJICs MOJI-
HBIM, YUCTBIM cumiToMmokomiuiekcom HC B 100%, 6e3
apTepHaNbHOMN TUIEPTEH3UH, TEMaTypHH U HApyLICHUS
¢ynkun nouek. KoneGaHus npoTeHHYPUH COCTaBH-
m, B cpenHem, ot 2,03 o 7,64 r/cyt (4,13+1,64 1/
CyT), OTHOCHTEIbHAS MJIOTHOCTh MOYM B Ipeenax
1,026-1,030, COD 48,4+1,2 mm/u. [TokazaTenu oO1ie-
ro Oenka ChIBOPOTKU KpoBH CHIKeHBI 48,940,609 1/,
THII0aIb0yMUHEMus focturana yposss 19,0+£0,67 r/m.
VYpoBHH m00ynHMHOBBIX (pakuumii: ol — 7,28+0,29%,
a2 —27,16+0,6%, B — 18,26+0,32%, y — 18,49+0,56%;
CBIBOPOTOYHOTO X0nectepuna — 10,92+0,27 Mmmounb/1;
B-munomnporennos — 139,11+7,03 EZl. CropocTsb Kity-
00YKOBOI (QUIBTPALUU MO KIMPEHCY SHAOTCHHOTO
KpeaTuHHHa B mpobe Pebepra cocrasuna 121,3+12,5
MJI/MUH.

[Namments! ¢ HC nonyvanu npeaHU30I0H B 103€
2 mr/kr/cyT uiam 60 Mr/M?/CyT, IPOIOIKUTEILHOCTBIO
4-6, pexxe 8 HeZl C MOCTENIEHHBIM CHIYKEHHEM MaKCH-
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MaJIbHOW JTO3MPOBKH /0 MoziepxuBatonieid. OOumii
Kypc HpeIHU30JI0HOTepanuu coctasui 12—14 nen.
Hopmanusauusa aHaan3oB Mo4M y JeTel B CpeiHEM
OTMeuasach Ha BTOPOH Helesle Ha3HaueHHs TPEeTHI30-
noHa, ucxoz B pemuccuto HC. Jleuenne perunusa HC
[IPOBOIMJIOCH B CTAHJAPTHOM PEKHUME MPETHU30JIOHOM
2Mr/Kr/cyT 10 3 OTpHLATEIbHBIX aHAIW30B MOYH Ha
0eJI0K, 3aTeM B aJIbTEPHUPYIOILEM PEKUME Yepes3 IeHb
Kypcom 8—12 Hen.

Knunuueckas xapakmepucmuxa XI'H y oemeii (2-5
epynna)

M3 95 nereii ¢ I'H 30 geBouek u 65 MaJIbuuKOB (MH-
HUMAJIbHBIN BO3pacT 2 roja, MakCUMaiabHBINA 18 JerT,
menuana 13). ¥ 95 nauuentoB quarnoctuposat ['H ¢
remarypueii u nporeunypueit (37), c HC B couetanuu
c remarypueii (10), c remarypueii (23), mporeunypueit
(18), ¢ HC u neiixouutypueii (1), c remarypueid, npo-
TeuHypued u neiikouutypueit (6). Ilo pesynsratam
Ouoricuy oYK 1uarnoctuposansl ['H: Mezanruomnpo-
mudeparuBubliil (19), MemOpaHonponudepaTuBHbIf
(10), dhoxambHO-CETMEHTAPHBIN TIOMEPYIIOCKIEPO3
(9), IgA-nedponarus (16), memOpaHo3Has TIIOMEpY-
nonarus (2). DyHKIMS TOYEK COXpaHHA Y BCEX AeTer
¢ XI'H na momeHT oOciieioBaHusl.

Knunuueckas xapakmepucmuxa émopuunozo I'H
npu CUCMEMHBIX 8acKyIumax (3-a epynna)

U3 25 6onbabIXx ¢ 'H npu cucTteMHBIX Backy-
nutax 18 meBoyek M 7 MaNbYMKOB (MUHUMAJIbHBIN
Bo3pact 7 JeT, MakcuMalbHbIN 17 ner, mequana 14).
VY 25 GonbHbIX ¢ BropuuHbiM ['H auarnoctupoBan
ANCA-accounupoBanusii ['H (6), monyc-nedpur
(13), T'H nipu Backynute lllennerina—I'enoxa (6). Ilo
pesyibratam OMorncuu y 13 manueHTOB YyCTaHOBIICH
monyc-Hedpur I, I1, [Il u IV kaccoB B coorBeTcTBUN
¢ knaccudurarmert [ISN/RPS, 2003. [Iluaraoz ANCA-
aCCOLMMPOBAHHOIO MUKPOCKOITMYECKOTO TIOJTMAaHT UH-

ta (5), rpanynémaro3a Berenepa (1) ycranosnen Ha
OCHOBaHUH KIIMHUKO-MOP(OIOrHUECKUX MPOSIBICHUH
u noBbiieHust yposHst ANCA (PR -niporennassl, MPO
muenonepokcunasbl) ¢ Ol (4). Oxna manueHTKa ¢
MUKPOCKOIIMYECKUM TIOJIMAHTUUTOM B J1€0I0TE yTpa-
THJIa TOMEOCTaTn4eckue (YHKIUH MOYEK, MOITydaeT
3IIT XpoHUYECKUM T'eMOJUAIIN30M.

HccenenoBanue cCUCTEMbI TeMOCTa3a BHISIBUIIO HAJIU-
qKe MPU3HAKOB runepkoarynsauuu y 31 nanuenra 1-i
IpyIIBI ¢ TOpMOHOUYBCTBUTEIbHBIM HC. BhIsBICHBI
M3MEHEHUs ToKa3areneld o0InX CKPUHUHTOBBIX Te-
ctoB: ymeHnbleHue unnexca AIITB (p<0,01), nossie-
HHE IpoTpoMOuHOBoro nokaszareis (p<0,05), KoHueH-
Tpauuu pudpunorena (p<0,005), a Takke yBeIuIeHUE
aktuBHOCTH (hakTopoB VIII (p<0,05), Bunnedpanna
(p<0,05) 1 BpemMeHH H3Kca SyIIOOYIMHOBON (PpakLum
rwia3mel (p<0,05) (tadbmuna). [TocnenHee, kak u3BecT-
HO, CBHJIETEIbCTBYET 00 MHTMOMINN (PUOPUHONN3A.

VY 95 6onpHbIX ¢ XpounueckuM ['H (2-s1 rpymnma)
MOKa3aTeH TeMOKOAryIsiquU CTaTUCTHYECKH 3Ha-
YUMO HE OTIMYAJIKMCh OT aHAJIOTUYHBIX MOKa3aTeeH
rpynisl cpaBHeHUs1. OCOOEHHOCTBIO JAHHON TPYTIIBI
MALKMEHTOB SIBJISICTCS TPEBBILLICHNE aKTUBHOCTH aHTH-
TPOMOMHA O CPABHEHHUIO C KOHTPOJILHOW IPYMIIOH
(p<0,05), ycTaHOBIEHHOE C ITOMOIIBIO OJHOCTOPOH-
Hero kputepus ManHa—YuTtHU (cM. TaOnuILy).

B 3-if rpynne y 25 GonpHbIX ¢ BropuyHbM ['H,
ACCOLMUPOBAHHBIM C CUCTEMHBIM BACKYJINTOM, BBISIB-
JICHBI IPU3HAKHU TUTIEPKOAT YIS, IPEACTABJICHHbIC B
TabauLe. YcTaHoBIIeHO yMeHbleHne nnaekca AIITB
(p<0,005), moBbIIEHUE KOHLIEHTPAMU (PUOPHHOTEHA
(p<0,005), yBennuenue aktuBHOCTU (pakropoB VIII
(p<0,001) n Bunnebpanga (p<0,005) o cpaBHEHHIO
¢ HopMoii. Ha ¢oHe BBISIBICHHBIX MPU3HAKOB TUIIEP-
KOAryJISIIMM T10Ka3aTeH, OTPaKalollie COCTOSHHE
MPOTHBOCBEPTHIBAIOIICH CUCTEMBI KPOBH, Y TTIAIIHIEHTOB

Tabnuua 1

MokasaTtenun nna3MeHHOro 3BeHa remocTa3a y NaLuMeHTOB C pa3/IMYHbIMU BapuaHTaMu
XPOHUYECKOro rmomepynoHedpurta

Mokasatenu KoHTponb, n=228 | 1-a rpynna, n=31 2-a rpynna, n=95 3-arpynna, n=25

Mnpekc AMNTB 1,06 (1,0;1,095) | 0,94(0,84;1,08)*** ** 11,03 (0,93;1,11) 0,96 (0,8;1,05)****+*
dakTop VI, % 100 (82; 122) 162,0(83,5; 277)***+ 113,0 (81;153)* 202,5 (146,25;280,75)**+*
dakTop Bunnebpanaa, % 97 (84,5; 110) 112,5(73,5;146,25)* 103,5 (80;138)* 120,0 (98;184)**+*+
MpoTpombuHoBLIN nokasatens |93 (90; 105,4) 102,0(91,25;108,5)*, ** | 92,5 (88;101,5) 96,0 (87;108)

no KBuky, %

DdurbpuHoren, r/n 2,73(2,54;2,93) | 3,84 (2,48; 5,01)*** 2,88 (2,3;4,0) 3,42 (2,9;3,88)***
TpoMOUHOBOE Bpemsi, C 16,95(14,73;19,55) 16,8 (14,25;19,68) 16,8 (13,4;21,8)
AKTUBHOCTb aHTUTPOMOUHA, % 94 (81,0;106,0) |96,5(83,75; 105,0)* 100,0 (89,5;108)* 103,0(99,5;115,75)**
XaremaH-3aBucumblli nuauc, ¢ | 335(270;435) |410(328,75; 693,75)* |357,5(298,75;488,75) | 370,0 (272,5; 390,0)

Mpumevanne. JaHHble npeacTaBneHsl B Buae Me (25; 75%o). * UaMeHeHns cTaTUCTUYECKN 3HAYMMbI MO CPABHEHMIO CO 30,0POBLIMU
nmuamn (OLHOCTOPOHHUIA KpUTEepUii MaHHa—-YUTHU); ** M3MEHEHUs CTaTUCTUYECKM 3HAYMMBbI MO CPABHEHMIO CO 34,0POBLIMU INLLAMUA
(OBYXCTOPOHHMI KpUTEPUIA MaHHa-YUTHK); *** U3MEHEeHUs CTaTUCTUYECKN 3HAYMMbI MO CPaBHEHMIO CO 340POBLIMU NULLAMKU (OBY-
CTOPOHHUI KpnTepuii CTbloAeHTa). + USBMEHEHUsI CTAaTUCTUYECKN 3HAYMMbl Mexay 1-1 1 3-1i rpynnoii; ++ n3MeHeHnss CTaTUCTUYECKN
3HAYUMbI Mexay 1-1 1 2-i rpynnoin; +++ n3MeHeHnst CTaTUCTUYECKN 3HAYMMbI MeXyY 3-11 1 2-14 rpynno.
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3-i rpynmel WIK COXpaHsUIUCh B HOpMe (XaremaH-
3aBUCUMBIN JIM3UC), WIK NPEBbIIIAIN 3HAYCHUS B
KOHTPOJIBHOH Tpymnie (aKTUBHOCTb aHTUTPOMOWHA,
p<0,05). AHanoru4ynas KapTHHa CO CTOPOHBI IIOKa3a-
Tesnel MPOTUBOCBEPTHIBAIOIIEH CUCTEMBI XapaKTepHa
1 AJ1s NallUeHTOB 2-1 IPyTIIbI.

Jlns onpeneneHuss cTeNeHu BBIPAKEHHOCTH M3-
MEHEHH B 3aBUCUMOCTH OT BapuaHTa XpOHHUYECKOTO
I'H npoBenu cpaBHUTENbHBIM aHAIA3 PE3YyJIbTAaTOB
HCCIIEIOBAHUS MEXKY OTAEIbHBIMU IPYIIIIaMH, KOTO-
PBIHA MOATBEPAMI HATMYHE XapaKTEPHBIX NPU3HAKOB
TUIIEPKOATYISAUMM s AeTed 1-U u 3-i rpynmnsl.
Haunbonpias BbIpa)keHHOCTh TMIIEPKOATYIALUU Xa-
pakTepu30Baia HallueHTOB 1-1 rpyIbl ¢ TOPMOHOUYB-
crBuTesbHBIM HC, y KOTOPBIX B OTJIIMYHE OT OOJIBHBIX
¢ BropuuHbIM ['H, acconunpoBaHHBIM ¢ CHCTEMHBIM
BaCKYJINTOM, aKTUBHOCTb aHTUTPOMOMHA TOCTOBEPHO
ke (p<0,005) (cMm. Tabnuiy). CpaBHEHHE pe3ybTa-
TOB HCCleoBaHus B 1-i 1 3-i rpynmnax ¢ JaHHBIMH,
[IOJYYE€HHBIMH BO 2-11 rpyTine, MOATBEPNIIO MEHBLIYIO
BBIPAKEHHOCTh M3MEHEHUH B CHCTEME I'eéMOcCTasa y
JieTell ¢ nepBUuHbIM XpoHudeckuM I'H B cpaBHeHuun
C MalueHTaMu ¢ ropmMoHouyBcTBUTENbHBIM HC n
sropuyHbiM ['H.

UccnenoBanue nonumopdusMa reHoB, acCoUUu-
pPOBaHHBIX ¢ TpomOoduInel, y AeTeil ¢ mepBUYHBIM
u BropuunbiM ['H BbLsIBHIIO cienyromme 0coOeHHO-
ctiu. Myranus FV Leiden obnapyxena y 9 (6,0%)
MAIMEHTOB, YTO HECKOJIBKO BBILIE, YEM Yy 37JOPOBBIX.
Bricokast yacToTa BbIsiBIIeHa cpeau nanuentos ¢ HC
12,9% (OR=3,2; p=0,05). MyTartus B TeHEe IPOTPOM-
OuHa oOHapyKeHa y IBYX NalUeHTOB OOMIeH rpymIibl
(1,3%) no cpaBHenuto ¢ 2,2% B rpymine cpaBHEHUSL.
Marnoe konm4ecTBO roMo3urorT no ayuiento 67771 rena
MTHFR 3apeructpupoBano B oOuieii rpymnmne 00Jib-
HBIX — 6 (4,0%) mo cpaBuenuto ¢ 10,1% B rpymnme
cpasHenus (OR=0,4; p=0,03). bonpupix HC mury ¢
TaKUM T'€HOTHUIIOM HE BBISBJIEHO.

AHalu3 aJIeIbHOTO MOIMMOphU3Ma 00HAPYKHIT
MOBBILIEHUE MPOLEHTa OOJBHBIX ¢ TOMO3HTOTHBIM
rerotunom Gpllla 1565CC B obuieit rpynne (4,0%
npotus 0,9% B rpynne cpaBuenusi, OR=4,7; p=0,04).
Bricokas yactoTa 3TOro reHoTHna oOHapyXeHa y
naruentoB ¢ BropudyabM ['H (12,0%, OR=15,4; p<
0,01), B omtnune ot 6onbHbIX ¢ HC, y KOTOPBIX Takoi
TeHOTHI He BcTpeuancs. Jlosis reTepo3uroT 1o rexy
Gpllla okazanace HanOoIee BHICOKOH y MALIMEHTOB C
HC (38,7%) u camotii Hu3Koit y nanuentos ¢ I'H npu
cucTeMHbIX Backynutax (12,0%) B oTiiM4me OT TaKoBOM
B rpynmne cpaBHenus (32,0%) (OR=0,3; p=0,04).

[TonTBepkieHneM BaKHOCTH HCCIIEOBAHUS IT10-
auMopu3Ma reHOB, aCCOLUUPOBAHHBIX C HACIE[-
CTBEHHOM TPOMOOHIIHIEH, ABIACTCS UCTOPHS OOJIC3HU
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6omnbuolt I, 2 net 11 Mec, KoTopas MOCTyIWIa Ha
BTOPOIl Heene TSHKENOro 000CTPEHHs YacTo PeLu-
nusupyromero HC, accounnpoBaHHOro ¢ aronuei,
TOPMOHO3aBUCHMOTO, ¢ HE()POTHYECKUM THUIIOBOJIC-
MHUYECKUM KPH30M, C COXpaHHOH (yHKIHEH MOYeK.
BripaskeHbl 0TEKH mepudepuyecKue U MOJI0CTHBIC
(acuut). KoHcrarupoBaHbl: TUIONPOTEHHEMHS 42
r/n, runoansOymuHemus 9,7 t/i, nporeunypus 6,33
r/cyT, runepxosuectepuaeMus 12,9 MMons/n, rumnep-
¢ubpuHorenemus 9,8 /i, HU3Kask aKTUBHOCTh aHTH-
TpomMOuHa 6%. C nenbio nmpoBeneHus HHQY3HOHHOM
Tepanuu U KOPPEKIHH 00bEMa LHUPKYIUPYIOIIEH
KPOBH, TMIIOATLOYMHUHEMHUH JE€BOYKE MOCTABIICH
LEHTpaJIbHBIN KaTeTep B MOAKIIOYMYHYIO BeHy. [lpn
CHIDKEHUU YPOBHSI aHTHUTPOMOWHA 10 KPUTHYECKUX
IUQp K Tepanuu OJHOKPATHO 100aBlIeHa CBEXKE3aMO-
POXKEHHAs [J1a3Ma B COYETaHUH C JICUeOHBIMU J03aMH
HePPaKIUOHUPOBAHHOTO IeMapHHa C MOCIETYOIIM
MIEPEXO/IOM Ha BBEJCHHE HU3KOMOJIEKYJISIPHOTIO rera-
puHa (ppakcunapuna). [lomydyana antubakrepuab-
HYI0 Teparuio, IPEeAHU30JI0H B CTAaHAAPTHOH J103€ 2
MI/KI/CYT, IpenapaTsl Kaiusi, Kaablus, BUTaMuH D.
ITocrne cxoxaeHust OTEKOB OTMEUEHA OTEUHOCTD IIEH.
OkcTpeHHo nposeaeHo Y3U cocynos, BbISBICHBI 00-
JUTEpaLus JIEBOW SPEeMHON BEHBI, TPOMOOTHYECKHE
MAaccChl B IIPaBOY SIPEMHOM BEHE. YCUIIEHA aHTUKOAry-
JSIHTHAS Tepanys He(hypaKIMOHUPOBAHHBIM I'eIapUHOM
4-KpaTHBIM BBE/ICHHEM (KaK PU 0CTpoM Tpombo3e). B
pe3ynbTare IpPOBOANMOM TepaITuy TOCTUTHYTa PEMHUC-
cust HC, accouunpoBaHHOrO ¢ aTonuei (aTonuueckuit
JIepMaTuT, oBbIIeHue odmiero u cnenuduueckux IgE
K ajuieprenam). HopmanuzoBanuch ypoBHH 001Iero
Oenka (62 /1), anpOymuHna (29,1 1/11); X0necTepuH
(11,1 mmonb/n), pudpunoren (6,25 1/1), aKTUBHOCTD
anTurpoMOuHa (99%). Beimonuennoe uepes 20 aHei
KOHTpoJIbHOE Y3U coCy/I0B IieH BBISIBUIIO CBOOOIHBIN
IIPOCBET IPABOM IPEMHOM BEHBL; JIEBOU APEMHON BEHBI
obnuTepupoBaH. J{eBouka BbIMcaHa Ha aMOyIaTOpHOE
JIUEHUE C PEKOMEHJAMSIMU MPOJOHKUTE TEPAINIO
NPETHU30JI0HOM M IPOTHBOTPOMOOTHUYECKYIO TEPAITHIO
(dpakcumapuHOM B TeueHHE 3 Mec.

IIpoBenEHHBIN NAIMEHTKE T€HETUYECKUNU CKPHU-
HUHT Ha BBISIBIICHHE MapKepOB BPOXKIACHHON TPOMOO-
¢wInu BBISBUI TOMO3UTOTHBIA MOTMMOpP(U3M reHa
uHrubuTopa akTuBaropa miasmMuHorena (PAI-I — 675
4G/4G) 1 TOMO3UTOTHOE COCTOSIHKE T'eHa puOpuHOre-
Ha B mo3umu G-455A. Ocob6eHHOCTh KIIMHUYECKOTO
ClTydast 3aKJIF04AeTCs B TOM, UTO Y MALMEHTKH C TSKE-
M peruauBoM HC ¢ rumoansOymuHeMueil MeHee
10 r/n, runepdudpuHorenemueii 9,8 1/71, CHKEHUEM
aHTUTpoMOUHA 10 6% BO3HHUKIO TPOMOOTHYECKOE
ocinoxHeHue. Hannune mMapkepoB HacieACTBEHHON
TpoMOOHINHU ABISIETCS BHICOKUM PUCKOM TPOoMO03a.
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OBCY>XXAEHUE

Pa3Butne TpomboTnueckux ociaoxuenuit npu HC
00YCJIOBJICHO TMIIOQIbOYMUHEMUEH, THIIOBOJIEMHUEH,
CHIDKEHHEM aKTUBHOCTH aHTHUTPOMOWHA, rUrepgu-
OpHHOreHEMUEH, TUMePIUITUACMUECH, CHI)KEHUEM
aJre3UBHO-arperaluoHHoON QyHKIHH (HOPMEHHBIX
2JIEMEHTOB KPOBH, YTO PEATU3yeTCs B HAPYLICHUSIX
BCEX 3BEHBEB CHCTEMBI FeMOCTa3a: TPOMOOIIUTAPHOTO,
IJ1a3MEHHO-KOaryJIiIHOHHOTO, PHOPUHOIUTHIECKOTO
[2,3,7,8]. [JomonHuTenbHuble (AKTOPbl PUCKA, TAKUE
KaK OTHOCHTEJIbHAsE HMMOOWIM3anus (OCTEIbHBIH
PEeXHM), IOCTAHOBKA MEPHUPEPUICCKUX KATETEPOB,
KOPTHUKOCTEPOHIHAS U TUYpETHUYECKasl Teparus yCcH-
JIMBAIOT F€MOKOATYJIILIMOHHBIN MOTEHIIHAN KPOBH.

HccnenoBanue coCTOSIHUS TeMOCTa3a y OOJIBHBIX C
HC n I'H BBIABMIIO IPU3HAKY THUIIEPKOATYIISALMN: C TOP-
MoHouyBcTBUTENbHBIM HC (1-4 rpymina) u BTOpU4HBIM
I'H, accouMupoBaHHBIM C CUCTEMHBIM BAaCKYJIUTOM
(3-s rpynma). Yraerenue GUOPUHOIMTHUESCKON aKTHUB-
HOCTH, YCTaHOBJIEHHOE y MAalMEHTOB 1-if TPYIIIIBL, IO
CPaBHEHHMIO C KOHTPOJILHOM IPyMIIoii U Oosiee HU3Kast
AKTHBHOCTb aHTUTPOMOWHA 110 CPAaBHEHUIO C NAIMEH-
TaMH 3-i TPYMIIBI OTPAXKAIOT OOJIBIITYIO BEIPAKEHHOCTh
TUIEPKOAryIIsLuu IPU ropMoHodyBcTBUTEIbHOM HC
C BBIpOKEHHON THITOAJIbOYMUHEMHUEH.

ITo nannbv S.B. Ianrorunoit (2007), mist gereit
B nebrore u pernuaue HC xapakTepHO CHUXKEHUE
AKTUBHOCTH aHTUTPOMOHWHA C OIHOBPEMEHHBIM I10-
BBILIICHUEM aKTUBHOCTH npoTenHa C u runepduopu-
HOreHeMHuel. ABTOPOM JIOCTOBEPHO OIpPEIEIeHO,
4yT0 Hanbosiee MHOOPMATUBHBIMH MTOKA3aTEIISIMU JIJIsI
OIIEHKH CTeNeHHU rumnepkoarymsauuu y aereit ¢ HC
SIBIISIETCSI aKTUBHOCTHh aHTUTpOMOUHA U nipoTenHa C,
a ISl OIIEHKH pucKa TpoMO0oOpa30BaHUSI — YPOBEHb
D-numepa. IlpeninoxxeHHbIH aBTOPOM KOAPPHUIIMEHT
AQHTHUKOATyJISIHTHON aKTHBHOCTH (OTHOILIEHHE aKTHB-
Hoctu mporenHa C K aKTUBHOCTH aHTUTPOMOMHA)
[03BOJISIET OXapaKTEPH30BaTh CTENEHb HAPYIIECHUS
AHTHKOAryJIsTHTHOTO noTeHnuana kposu npu HC, I'H
y mereii [8].

O.JI. Yyrynosa u coasnt. (2012) [9] npu cpaBHEeHUN
IpyIN JeTeil ¢ y4acTKOM HH(papKTa MOYKU U AeTei
0e3 U3MEHEHUH B MOYKaX BBISIBUIIA CTATUCTHYECKH
3HAYMMBbIe Pa3IU4Msl B IPUCYTCTBUU TOMO3UTOTHOTO
nosumopdusma B reie PAI-1: npu Hamuuuu gaHHOTO
nojauMop(du3Ma puCK pa3BUTHSI HH(APKTa TIOYKHU T10-
Boimraercs B 10 pas (p=0,016, 1BycTOpOHHUIT TOUHBIIA
kputepuit @umepa, OR=10,8, CI 1,2-260,8; RR=8,6,
CI 1,1-193,9). Ilo naHHBIM KOaryjaorpaMmsbl, Ha MO-
MEHT 00cJIe10BaHNs TPU3HAKOB TMIIEPKOATYIISIIIUY HE
3a(hMKCUPOBAaHO HH Y OHOTO peO&HKA ¢ MHPAPKTOM
nouku. IIpu uccienoBaHuM ypoBHEH €CTECTBEHHBIX
AHTUKOATYJISIHTOB y 4 1eTell BBISBICHO CHUXEHUE

nportenHa C, y OIHOTo — poTenHa S; ypOBEHb aHTH-
tpombuHa III okazajncs HOpMalbHBIM y BCEX AETeH
¢ uHdapkrom nouku. OKa3anoch, YTO BEPOSITHOCTD
pa3BUTHUs HH(pAPKTA TOYKH Y IeTeH C HACIeICTBEHHOM
TpoMOOoWINell TP HAIWYUKM CHUKEHHOTO YPOBHS
nporenHa C Bo3pacTtaeT B 38 pa3 10 CPaBHEHUIO C J1€Th-
MH, UMEIOLIUMH ApYyrue MapKEépbl HAcCJIEeICTBEHHON
TpomMOoduIMK, HO HOPMaJILHBIN YpOBEeHb rpoTenHa C
(OR=38 95%, CI: 3,6-549,3; RR=13,3, CI:2,9-39,3;
p=0,0007, nBycTopoHHMI KpuTepuii Ouiiepa).

C. Loirat u ap. (1992) yka3bIBatoT Ha pa3BUTHE
TpoMOoTHUecKuX ocioxHeHudd npu HC y nereii B
3-17%[10]. S. Debbie u coasr. (2009) [11], B.A. Ker-
linu gp. (2014) [12] orMeuaroT pesxe TpoOMOOTUYECKUE
ocioxkHenus y nereii ¢ HC B 2—5%, ¢ Gosee BEICOKUM
puckoMm npu crepougopesucrenTHom HC.

Jnst npounakTUKH TPOMOOTHUECKHUX OCIOXK-
HeHu#l y nerteil ¢ HC noka3zaHa aHTHKOAryiassHTHas
tepanus [10-15]. A.B. Uynposa u coast. (2003)
[15] pekomMeHayIOT MCHOJIB30BAHUE CY-JIOJEKCHAA
U (pakcunapuHa B KayecTBE aHTUTPOMOOTHUYECKUX
MIpernaparoB P YacTO PELUINBUPYIOLIEM U CTEPOU-
no3asucumoM HC. B pesynbrare nenenamnpasieHHON
IPOTUBOTPOMOOTHYECKOHN Teparuu renapuHoOM TPOM-
0oTHuecKue 0CIOKHEHHS (OCTPBI TPOMOO3 TOYEUHBIX
COCYy/I0B, TPOMOOAMOOIIHS JIETOUHOW apTepUH U JIp.) Y
nereit ¢ HC Berpeuarorces pexe [16].

[lo HammM gaHHBIM, TPOMOOTHYECKHE OCIIOKHE-
HUS BO3HUKaIOT yaie y aereit ¢ HC npu runoans0ymu-
Hemuu Meree 15 1/ (12,5%), B oTiiryue OT TaKOBBIX €
runoaibOymunemueii 6onee 15 /1 (3,75%) [17], npu
CHIDKCHUHU aKTHBHOCTH aHTUTPOMOWHA, MOBBIIICHUH
aktuBHocTHu nipotenHa C n yposust D-gumepa [8]. s
IpOQHUIAKTUKHA TPOMOOTHUECKUX OCIOKHEHUH Y Jie-
teit ¢ HC npu runoansOymunemun menee 20—15 1/,
runepdudbpuHOreHeMuu dosee 6 I/71, CHUKEHUH aHTH-
TpoMOuHa MeHee 80% MOKa3aHa aHTUKOATYJISIHTHAS
Tepamnus renapuHoM [8, 10-17].

B pesynbrate npoBenEHHOrO MccaeI0BaHNs yCcTa-
HOBJIEHBI Pa3iu4us B KOAryJIsLMOHHOM CTaTyce U
pacnpeneneHud TeHOTUIIOB Psijia TeHOB, aCCOLUUPO-
BaHHBIX ¢ AMCPyHKLUEH reMocTasa y nauueHTos ¢ HC,
nepBu4HbIM U BropuuHbiM ['H. bosabmas Beipaken-
HOCTB T'MITEPKOArYJIALMH XapaKTepr30Baa MalueHTOB
1-#1 rpynnsl ¢ ropmoHodyBcTBUTENbHBIM HC, uTO
COYETaNOCh C BBICOKOH yacToToi MmyTrauuu FV Leiden
cpenu marperToB ¢ HC 12,9% (OR=3,2; p=0,05).
Bricokas wactota romo3urorHoro resoruna Gpllla
1565CC obnapyskeHa y nauueHToB ¢ BropuuHbiM ['H
npu cuctemubix BackyiauTax (12,0%, OR=15,4; p<
0,01), B ommmunme ot 6oabHBIX ¢ HC, y KOTOPBIX Takoi
TeHOTHI He BcTpeyascs. Jlons reTepo3uroT 1no rexy
Gpllla okazanack HanOoJee BEICOKOH Y NAMEHTOB C
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HC — 38,7% u camoii Hu3koil y mauuenTos ¢ I'H npu
CUCTEMHBIX Backynurax — 12,0% mo cpaBHEHHIO C
32,0% B rpynme cpasaenust (OR=0,3; p=0,04).

OO6cyxnaTh NOyYEHHbIE PE3YJIbTaThl TPYIHO, TaK
KaK aHaJIOTMYHbIE CPaBHUTEIbHBIE HCCIIEIOBAHUSA
AIJIEBHOTO MoNUMop(du3Ma TeHOB TpoMOoduiInu y
nereit ¢ HC u I'H B noctynHolt utepatype Ham He
BCTpeTHIMCh. [ eHeTHueckue pakTopbl pucka TpoMOo-
¢wmn npu HC, nepuunom u Bropuunom ['H y neteit
3HaYUMbl B (DOPMHUPOBAHUH THIIEPKOATYIISIIUOHHOTO
cTaryca U TPOMOOTHUYECKUX OCIOKHEHHH.

3AKJIIOMEHUE

B pesynbrare npoBeAEHHOTO CPaBHUTEIBHOIO
HCCIIEIOBAHUS MBI BIIEPBBIE B OTCUYECTBEHHOU IIe-
IUaTPUYeCKO HePPOJOTHU MPEACTABUIN Pa3IHIHs
QJUIENFHOTO OJIMMOP(H3Ma FeHOB, ACCOLIMUPOBAHHBIX
¢ nucdyHKuuen remocTasa, y gereii ¢ HC, nepBuyHbIM
u sropuuHbiM ['H. Beicokas yacToTa BCTpeuaeMoCcTu
myTanuu FV Leiden ycTaHoBlieHa y MAaMEHTOB C
HC -12,9%.
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