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O6ocHoBaHune. CuHapom Petta (CP) — MOHOreHHoe X-cuenseHHoe HacsiefcTBeHHoe 3abosieBaHue, 06yCA0BAEHHOE
naToreHHbiMu BapnaHtamu reHa MECP2, xapaKkTepu3yloLieecs perpeccom rncMxoMoTOpPHOro pa3sBuThs, NPOrpeaneHTHbIM
TeYEeHNeM U MySbTUCUCTEMHBLIMM MPOABAEHUAMN. [N AaHHOO COCTOSIHUS XapaKTepHa BblCOKas nAetabHOCTb. HecmoTps
Ha 3HayuTesIbHbIN 06bEM HaKOMIEHHbIX AaHHbIX O CIIEKTPe reHeTu4Yecknx BapmaHToB MECP2, naToreHeTM4eckne mexa-
HU3MbI MPOrpeccmMpoBaHunsi 3ab601eBaHUs, ONpeAensme KinHn4eckme u nabopatopHsle npossaenms CP, octaloTcs
HeAoCTaToOYHO U3y4YeHHbIMU. Y aeBovek ¢ CP onucaHbl NposiBAEHNs reMopparM4eCKoro cuHapoma (HoOCoBble KpoBoTeye-
HUS, 3KXMMO3bl). [Tpeanonaraercs, 4To y AaHHOW KaTeropuu nauueHToB BO3MOXHO A/IMTEbHOE TeYEHUE BOCNaINTE lb-
HOro npouecca, 410, B CBOIO 04epe/b, MOXET Croco6CTBOBaTh HapyLeHUAaM KoaryasiynoHHOro remoctasa. Kpome toro,
MMeIoTCsl AaHHbIE O BNAHUN NaToreHHbIX BapnaHToB reHa MECP2 Ha cuctemy Koarynsymu. JJonoaHUTeIbHbIM GaKTopom
pUCKa pa3BUTHSA KOaryasiuMOHHbIX HapyLIeHUn ABASIOTCS MPOTUBOINUIENTUYECKME npenapaThbl, CroCo6HbIe BO34eHCTBO-
BaTb KaK Ha TPOMOGOLMTapHOE (CHUXEHMUE arperaLmnm TPoM6oLUnTOB Npu B3anmoaencTsumu ¢ peuentopamm GPIIb/Illa), Tak
M Ha nNia3mMeHHoe 3BEHbSI reMocTasa (CHUXEeHME ypoBHS GUOBPUHOreHa), 4T0 MOXKET MOBbIWaTh CKOHHOCTb K remopparu-
4eCKUM rposiBAEHMAM. TakMM 06pa3oM, COBOKYMHOCTb yKa3aHHbIX GaKTopoB popmMupyeT Npeanochiikn A5 aucbanaHca
B cucteme remoctasa y nauneHToB ¢ CP. B 3To/ cBA3M uccaefoBaHne 0CoO6EHHOCTEN remocTasa npu gaHHoN opdaHHoON
naTtonorMn npeacTaBaseTcss akTyasbHbiM. Ljenb uccnegoBaHMsi — OLEHWUTb HanpaB/ieHHOCTb U3MEHEHUI CUCTEMbI
remoctasa y gesoyeKk ¢ CP. Metoabl. B 0CHOBHYIO rpynny BK/OYEHbI 52 A€BOYKM C BepUPUUMPOBaAHHbIM AUArHO30M
CP, HabmopgaBwmecsa B HUM negnatpum n oxpaHsel 34opoBbs geter HKL N°2 ®IrbHY «PHLUX nm. akag. b.B. leTpoBcKoro»
B nepuopa ¢ sHBaps 2022 no aekabpb 2025 r. KOHTpo/IbHYO rpynmny coctaBuan 69 yci0BHO 3/10p0BbIX AEBOYEK. Bcem
AEeTAM NpoBeAEeHO KOMIMIEKCHOEe 06c/ieoBaHUe, BKIOYaBLIee GU3MKaibHbIN OCMOTP, KIMHUYECKUI aHaau3 KpoBM 1 Koa-
rynorpammy. Pesynbratbl. [pynnbl 6b11M CONOCTaBMMbl 110 Moay U Bo3pacTy. Y AeBoyeK ¢ CP BbiBIEHO CTaTUCTUHECKHU
3Ha4YNMOE CHMKEHME MeAMaHbl aKTMBMPOBAHHOI0 4YacTMYHOro TpombonaacTmHoBoro Bpemenu: 31,15 ¢ (28,9; 33,5)
10 cpaBHEHMIO ¢ rpynnoi KoHTpoas (p = 0,000). O4HOBPEMEHHO OTMEYEHO CTaTUCTUHECKNU 3HAYUMOE MOBbILIEHUE YPOBHS
nna3mmHoreHa: 106% (96; 112), p = 0,004. 1o gaHHbIM KIMHUYECKOro aHaam3a KpoBu y naunmeHToKk ¢ CP 3apeructpu-
poOBaHbl CTAaTUCTUHECKU 3HAYUMbIE OTAIMYUS OT AEBOYEK KOHTPOJIbHOWN rpynnbl M0 CAEAYIOLMM noKa3aTeisiM: KOJIM4eCcTBO
nefikountoB — 7,84 x 10%/n (6,35; 9,02), p < 0,000; KoaudecTso aumepountos — 3,15 x 1091 (2,62; 3,98), p = 0,003;
ThoM6oLMTapHO-AuMeoLmnTapHbIN nHaeKe (PLR) — 90,81 (76,97; 111,58), p = 0,016. 3aKkao4eHue. [101y4eHHbIe Pe3Y/b-
TaTbl CBMAETENLCTBYIOT 06 accoumnaumun CP ¢ M3MeHeHMAMM Naa3MeHHOro 3BeHa remoctasa U aKtuBaumnen ¢ubpuHon-
TU4ECKOM cnucTembl. lpeanonaraeTcs BO3MOXHasA natoreHeTu4yecKas CBA3b MEXAy HapyleHnem QyHKuun 6enka MECP2
M pa3BUTUEM CUCTEMHbIX POABIEHMIN, BKIOYas HapyLlueHus remoctasa, y nauneHToK ¢ CP.

Knro4deBbie cnoBa: cuHapom PeTta, cuctema remoctasa, Koarynorpamma, AYTB, nnasmmHoreH
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Mbl remocTada npu cuHapome Petta y pgetew. [lleguatpuyeckas ¢apmaxkonorns. 2026;23(4):377-384.
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OBOCHOBAHME leHeTnyeckne abeppaunn MECP2, npuBoasilme K Knac-

CuHapom Petta (CP) — peakoe MOHOreHHoe npo-
rpeccupylollee HapylweHne pa3BUTUS HEPBHOM CUCTEMDI,
MaHubecTUpylowee NPEUMYLLECTBEHHO Y AEBOYEK B paH-
HeM BoO3pacTe, ¢ 4acToTon oKono 1 Ha 10-15 TbiC. XUBO-
POXAEHHbIX AeBOYeEK [1].

CP aBnsieTcs 04HOM M3 Hanbonee 4acTbIX FEHETUYECKMX
NPUYUH TAXKENbIX HapyLUEeHUA UHTENNEKTya bHOro pas3su-
TUA Y UL, XKeHcKoro nona. B 95-97% cnyyaeB 3aboneBa-
HWe 06YCNOBNEHO NaToreHHbIMM BapuaHTamu reHa MECP2,
IOKanM30BaHHOrO Ha AMMHHOM nevye X-XPOMOCOMbI
(Xq28) n Koagupytowero Mmetun-CpG-cBsa3biBaloLWnn 610K
2 (methyl-CpG-binding protein 2; MeCP2).

cnyeckomy CP y aeBOYEK, Y MalbiMKOB C HOpPMasbHbIM
KapuoTUMNOM, KaK NpaBuo, acCoLMMPOBaHbl C Pa3BUTUEM
HeoHaTaNbHOW 3HLUedanonaTMn U BbICOKOW NeTalibHOCTbIO
B Te4eHWe NepBoro roga us3Hu [2, 3].

HannumMe natoreHHbix BapnaHToB B reHe MECP2 camo
no cebe HeaoCTaTOMHO ANS yCTaHOBNeHus AuarHo3a CP,
NMOCKOJ/IbKY [AaHHble BapuWaHTbl MOryT accouuMMpoBaTbCs
C Apyrumu deHotMnamu; aumarHoctuka CP ocHoBbiBaeTcs
Ha COBOKYMHOCTHU KJIMHUYECKUX KPUTEPHUEB U AAHHbIX GU3N-
KanbHoro o6cnegosanusa [4, 5].

KnuHuyeckas MaHubecTauua 3aboneBaHUs OO6bIYHO
HabnogaeTcs B BO3pacTe OT 6 A0 18 MEeC KXU3HU U XapaKTe-
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puayeTca 3a4epHKON MCMXOMOTOPHOrO pPa3BUTUS C nocne-
LAYIOLWMM perpeccom paHee npuMoBpeTeHHbIX KOTHUTUBHbIX,
peyeBbiX M ABUraTeNbHbIX HABbIKOB. TMMUYHbLI CTEPEOTUMNHbIE
ABUXKEHMS KUCTEN, yTpaTta LeneHanpaBieHHbIX ABUKEHWUH
PYK, OrpaHuyeHne pedyeBomn GYHKLMKU, pa3apaxmnTensHOCTb,
HapyweHUs CHa, CHWXeHWe ABUratenbHOM aKTUBHOCTH
W aNUNenTUYeCcKne NPUCTYNbl, YTO B JaNbHENLEM NPUBOAUT
K TAXeNbIM KOTHUTUBHbLIM HapyLlweHuam [6].

B HacToswee Bpemsi CP paccmatpuBaeTcs KaK Myib-
TUCUCTEMHOE 3ab0/seBaHMe C LMPOKUM CNEKTPOM Kiu-
HUYECKUX npossneHun [7]. NMoMnuMoO nporpeccupyrowero
HeBpONOrMyeckoro geduunra, y nauMeHTOB BbISBAAIOTCA
HapyLIEHNS CO CTOPOHbI }KENYAOYHO-KMLLEYHOr 0 TPaKTa, cep-
[e4YHO-COCYANCTON, SHAOKPUHHOM M OMOPHO-ABUraTeNbHOM
cucteM, GopMUpyIoLLMecs U NPOrpeccupylolive Ha npoTa-
EHUU KUBHW.

AnureHeTU4YECKNE MEXaHN3Mbl ornpeaenstor Mopdonoruio
N OYHKLMOHANBHYIO aKTUBHOCTb K/IETOK 3a CYET MBMEHEHMS
3KCMpeccHun reHoB 6e3 M3MEeHeHWUs MepPBUYHOM Nocneno-
BaTenbHocTn JHK. 3TM npouecchbl UrpatoT KAYeBylo posb
KaK B HOpMa/lbHOM Pa3BUTWUM U MOAAEPHKAHMM FOMEOCTasa,
TaK M B NaTtoreHese pasfiMyHbix 3ab6onesaHuii [8].

[eH MECP2 O0THOCHTCS K 3MUreHeTUYeCcKMM perynatopam
M yyacTByeT B KOHTPO/i€ TPaHCKPUMNLMOHHOM aKTUBHOCTH
MHOXecTBa reHoB [9]. HapyweHune ero GyHKLUU NPUBOAUT
K LUMPOKOMY CNEKTPY MOSEKYNAPHbIX U KIIETOYHbIX AUCpe-
rynauuin. MpumedatenbHo, 4To MECP2 paccmatpuBaeTtcst
TaKKe B KOHTEKCTE OHKOreHe3a: ero AUCperynaLmsa onmcaHa
npu psae 310KavyecTBeHHbIX HOBOOGpPa3oBaHum [4].

B AaByxueHTpoBOM HabniogaTenbHOM MCCAefoBaHUK
G. Pepe 1 coaBT. (2024) nokasaHo, 4To Hanbosiee YacTbiM
3HAOKPUHHBIM HapyweHueM y aeten ¢ CP aBasieTcs HU3Ko-
POCNOCTb; MPU 3TOM Y NaLMEHTOB C 3a4EPXKKON poCcTa BbisIB-
NANUCh NaTtoreHHble BapuaHTbl reHa MECP2. CoBpeMeHHble
[aHHble NOATBEPXKAAIT HANNYNE FEHOTUMN-PEHOTUNUYECKMX
Koppenauuw npu gaHHon natonoruu [10].

Benok MeCP2 vrpaet Knto4eByto posib B GYHKLMOHWUPO-
BaHWe LleHTPaNbHOW HEPBHOM cuUcTEMbI. I3MeHeHUe ypoB-
HSl €ro 9KCMPecCcun UNM Hannynme NaToreHHblX BapuaHToB
reHa NPUMBOAMT K HapyWweHUAM HeWpPOHanbHOro pasBUTHS.
CornacHo coBpeMeHHbIM gaHHbiM, MeCP2 yyacTByeT B pery-
NAUMM MeTaboNIMYEeCKMX MPOLLECCOB B FONOBHOM MO3re,
a ero gucperynsumsa accoummpoBaHa ¢ pa3BUTMEM HENpo-
MeTaboNMyYeCKnx HapyweHun [11].

MoneKynsipHble uccnegosanusa ¢deHotuna CP n 3abone-
BaHWM C BIN3KNUMU KIMHUYECKUMU MPOSBAEHUAMM BbISBUIN
HECKONbKO AECHATKOB reHOB, CBf3aHHbIX C COOTBETCTBYIO-
WMM CUMNTOMOKOMNAEeKcoM. lpeanonaraetcs, 4T0 yKa-
3aHHble reHbl BOBEeYeHbl B €ANHbIN «<MONEKYNSPHbIA NyTb»,
HapylleHWe KOTOPOoro nHuuuupyet passutune CP [11].

B psge paboT nokasaHo, 4TO WAEHTUPULUMPOBAHHbLIE
MONEKYNSIPHbIE MyTWU 3KCNPECCUPYIOTCS KaK B MO3re, Tak
1 B KPOBM, Y4aCTBYIOT BO MHOIMMX METab0/IM4EeCKMNX NpoLeccax
1, MOMUMO NPOYEro, UrPaIOT POSb B PErYNSALIMM CBEPTLIBAHMSA
KpoBW. M3MeHeHUs Kackaga Koarynsuuv npu CP cBsi3biBaloT,
B 4aCTHOCTW, C HapylweHuem perynauumn reHa SERPINAL,
4TO NO3BONSET paccMaTpUBaTh €ro Kak NoTeHuUnanbHbIM dak-
TOP, Y4acTBYIOLIMIA B NpOrpeccupoBaHnmn 3abonesaHusa [12].
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Vector of Changes in the Hemostasis System

in Rett Syndrome in Children

Background. Rett syndrome (RS) is a monogenic X-linked hereditary disease caused by pathogenic variants of the MECP2 gene,
characterized by regression of psychomotor development, a progressive course, and multisystem manifestations. This condition is
associated with high mortality. Despite the considerable amount of accumulated data on the spectrum of MECP2 genetic variants,
the pathogenetic mechanisms of disease progression that determine the clinical and laboratory manifestations of RS remain
insufficiently studied. Manifestations of hemorrhagic syndrome (epistaxis, ecchymoses) have been described in girls with RS. It
is suggested that a prolonged inflammatory process may occur in this category of patients, contributing to coagulation disorders.
In addition, there is evidence of the influence of pathogenic MECP2 gene variants on the coagulation system. An additional risk
factor is antiepileptic drugs, which can affect both the platelet (reduction of platelet aggregation when interacting with GPIlIb/Illa
receptors) and plasma components of hemostasis (decreased fibrinogen levels), potentially increasing the tendency toward
hemorrhagic manifestations. Thus, the combination of these factors creates prerequisites for an imbalance in the hemostasis
system in patients with RS. In this regard, the study of hemostasis features in this orphan pathology appears relevant. The aim
of the study — to assess the direction of changes in the hemostasis system in girls with RS. Methods. The main group included
52 girls with a verified diagnosis of RS, followed up at the Pediatrics and Child Health Research Institute in Petrovsky National
Research Centre of Surgery from January 2022 to December 2025. The control group consisted of 69 conditionally healthy girls.
All children underwent a comprehensive examination, including physical examination, complete blood count, and coagulogram.
Results. The groups were comparable in sex and age. In girls with RS, a statistically significant decrease in the median activated
partial thromboplastin time was revealed: 31.15 s (28.9; 33.5) compared with the control group (p = 0.000). At the same time,
a statistically significant increase in the plasminogen level was noted: 106% (96; 112), p = 0.004. According to the complete
blood count, statistically significant differences from the control group girls were recorded in patients with RS for the following
parameters: white blood cell count — 7.84 x 10%L (6.35; 9.02), p < 0.000; lymphocyte count — 3.15 x 10%L (2.62; 3.98),
p = 0.003; platelet-to-lymphocyte ratio (PLR) — 90.81 (76.97; 111.58), p = 0.016. Conclusion. The obtained results indicate
an association of RS with changes in the plasma component of hemostasis and activation of the fibrinolytic system. A possible
pathogenetic relationship between impaired MECP2 protein function and the development of systemic manifestations, including

hemostasis disorders, in patients with RS is suggested.
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CoBpeMeHHble AaHHble, NOCBSWEHHbIe 3Tnonorum CP,
CBWAETENbCTBYIOT O PaHHEN U NEPCUCTUPYIOLLEV aKTUBaLMUK
UMMYHHOW cucTEMBbI. Y MauueHTOB € MaToreHHbIMKU Bapu-
aHTamu reHa MECP2 onucaH yCTOWYMBLIM BOCMNaaUTENb-
HbIM NPOodUab, OTPaXKaloWwnin AUCPerynaLmio BocnanuTenb-
HbIX npoueccoB. [pK 3TOM CYOGKAMHMYECKOE BOCManeHue,
KaK MpaBuno, He COMPOBOXAAETCA TUMUYHOW KAMHUYECKON
KapTUHOW OCTPOro BoCNaneHus, a NposaBAseTcsa npemmylle-
CTBEHHO 1abopaToOpPHbIMU OTKIOHEHUAMU paga GUOXMMnye-
CKMX MapKepos [13, 14].

M3BeCcTHO, Npu BOCMaNUTENbHbIX U HEBOCMANUTENbHbIX
COCTOSIHUAX aKTMBUPOBAHHbIE TPOMOGOLMUTLI MOAYAUPYIOT
aKTUBHOCTb HEUTPODUNOB U TMMPOLMTOB, CNOCOBCTBYSA MX
MUIrpaumMM B o4ar BOCMaseHWs M MHULMALMKM MMMYHHOIO
oTBeTa. [ToKa3aHo, YTO TaKWe MHTerpasibHble noKasaTenu,
KaK HenTpodun-numooumtapHoe cooTHoweHune (Neutrophil-
to-Lymphocyte Ratio; NLR) n Tpom6ount-numdouuntapHoe
cooTHoweHue (Platelet-to-Lymphocyte Ratio; PLR), 6onee
YyBCTBUTE/bHbI K M3MEHEHWAM WMMMYHHOrO OTBETa, 4Y4eM
abCoNloTHOE KOJIMYeCcTBO HenTpodunos, numepoumToB
M TPOMOOLMTOB B nepudepuryeckon Kposu [15].

MHOro4YncneHHole UCCNefoBaHUA  AEMOHCTPUPYIOT,
4YTO NoBblWeHHble 3HavyeHns NLR n PLR accouunupoBaHbl
C Heb6naronpuaTHbBIM MPOrHO30M MPWU LUMPOKOM CMeKTpe
3a60/neBaHUin, a UX UCNONb30BaHWE B KayeCcTBE Mpeau-
KTOPOB MCXxo4a OT/IMYAETCH BbICOKOM MHDOPMATUBHOCTbLIO
M OTHOCUTENIbHON 3KOHOMWYECKOM AOCTYMHOCTbIO [16].

Bo MHOrMX nccnegoBaHusX MOKa3aHo, YToy aesoyekK ¢ CP
Hab6MOAAl0TCA HapYLUEHUS CUTHaNbHbIX U METaboaMYECKMX
npoueccoB, AUCOYHKLMSA MUTOXOHAPUI, AucHanaHc OKUCAn-
TeNbHO-BOCCTAHOBUTENBHOIO romMeocTa3a M XPOHMYECKUI
CYOKJIMHUYECKUMA UMMYHHbIW OTBET, GOPMUPYIOLLNE 3aMKHY-
TbI MOPOYHBIN KPYr «OKUCAUTENBHOIO CTpecca M CYOKANHU-
yecKoro BocnaneHus» (OxInflammation). B nocnegHue roasbi
aKTUBHO 06cyxaaeTcs BausHue OxInflammation Ha UMMYH-
HbIM FOMeocTa3 M ero BeposTHbIM BKAa4 B KIMHUYECKOE
nporpeccupoBaHue CP [17].

MHbnamMmacombl npeactaBnsioT CoO60M LUTO30/bHbIE
MyNbTMGENKOBbIE KOMMJIEKCHI, OTBeYallwue 3a peannsa-
LMI0O BPOXKAEHHOr0 MMMYHHOrO oTBeTa. B oTBeT Ha «natTep-
Hbl, acCoLMMpPOBaHHbIE C naToreHamu» (pathogen-associat-
ed molecular patterns; PAMPS) aKTUBUPYIOTCA BHYTpPUKIIE-
TOYHblE CUTHaNbHble MNyTWU, UHULMUPYIOLWME MNOBbLILEHHYIO
3Kcnpeccuio MHTepnenknHoB (interleukins; IL) IL-1B v 1L-18
yepes toll-nogobHble peuentopbl. OQHOBPEMEHHO ajeHo-
3uHTpUdochaT, MoHHble notoku (K*, Nat, CI-, Ca2*), muTo-
XOHApHanbHaa AUCOYHKLMA U TU30COManbHOE MoBpeXae-
HWE CTUMYNMPYIOT COOPKY MHPNammacoMm, NOAAepKMBas
nopoYHbIf Kpyr OxInflammation [18].

Pan paboT OEMOHCTPUPYIOT ydacTue WHPnammacom
B HeMpoBocnaneHun Npu HempogereHepaTuBHbIX 3abone-
BaHUSAX, BKJ/OYas PacCesHHbll CKnepol, 601e3Hb Anbl-
renmepa, 60ne3Hb [MapKUHCOHaA U pacCTPOMCTBa ayTUCTU-
YeCKOro crnekTpa.

B uccnegoBaHusax ¢pubpo6nactoB U UMMYHHbIX KJIETOK
nauneHTos ¢ CP BbiiBAEHbl HapyweHUs GYHKLMOHUMPOBaHMS
MHbIaMMacoM M UX TMnepakTMBaLms, YTO paccMaTpuBaeT-
CAl KaK BaKHbli daKTop noaaepxaHus CyOKIMHUYECKOro
BOCNanuTenbHoro cratyca [19].

Kpome Toro, y nauueHtos ¢ CP onucaHbl M3MeHeHHUs
perynsuuMnm 6enKoB OCTpon dasbl U LIUTOKMHOBOIO Npo-
duna, xapaKktepusyowmnecs NoBbilleHMEM YPOBHEW CbiBO-
POTOYHbIX MHTepnenknHos IL-3, IL-8, IL-9, IL-13 u IL-15,
a TaKXe cmelleHMeM 6GanaHca B CTOpPOHy T-xennepos
Tmna 2 (Th2). MNpu 3TOM GOMbIIMHCTBO LMTOKWHOB, CBS-
3aHHbIX ¢ T-xennepamu Tnna 1 (Thl), y TakMx nayMeHToB
CHWMXEHbI MW HE OTINYAIOTCS OT KOHTPOJIbHbIX 3HAYEHUN.

Mpeanonaraetcs, 4To akTnBauua Th2-oTBeTa HOCUT KOM-
NneHcaTopHbIM XapaKTep W cBfi3aHa c gedbeKkTamu and-
depeHuMpoBKN Thl-KNeToK, NpMBOAA K CYOKJIMHMUYECKOM
UMMYHHOM aucperynauuu [20, 21].

MHTepecHO, 4YTO Ha 3Tane [AOKIMHUYECKUX MCCneno-
BaHWM MblWKHble Mogenu CP AeMOHCTpUpOoBanu MnpusHa-
KW OKUCNUTENbHOrO CTpecca M HapylweHWs 3KCrnpeccuu
rEHOB, CBfI3@aHHbIX C BPOXAEHHbBIM WMMMYHWTETOM, elle
4O MOABAEHUA TUMUYHBIX KAMHWYECKUX CUMMTOMOB 3a60-
neBaHus. 3To NO3BONSET NPEANONOXKWUTb, YTO MOPOYHLIN
Kpyr OxInflammation dopmupyeTcss 3Ha4YUTENbHO paHblle
KIMHUYECKON MaHUbeCcTaLmMmn U UrpaeT CyLLEeCTBEHHYIO ponb
B naToreHese v nporpeccupoBanHumn CP [15].

Mo paHHbIM psga ny6ankauui, y naumeHToB ¢ CP otme-
YaeTcs NOBbIWEHHAs 3KCNpPeccus reHoB nNpoBocnanuTeb-
HbIX ULUTOKMHOB — ramma-uHtepdepoHa (interferon gamma;
IFN-y), daKkTtopa Hekpo3a onyxonu anbda (tumor necrosis
factor alpha; TNF-a), nHTepnenknHa-1 6eta (interleukin 1
beta; IL-1B) U CHUKEHHAs WMHAYKLMS FEeHOB, Y4acCTBYHOLMX
B UMMYHHOM perynauuum (IL10, FOXP3 n CX3CR1). 310 naet
OCHOBaHuA npegnonaratb, 4To MeCP2 BausieT Ha HEMpoOnUM-
MYHHbI TOMeOoCTas, perynupys 6anaHc mexay npo- u npo-
TUBOBOCMANUTE/NbHLIM OTBETOM, TOrAa KaK MOMEKYNApPHble
nyTM UMMYHHOW CUCTEMbI NPU AUCPHYHKUMM reHa MECP2
oCTaloTCs HeAOCTAaTOYHO U3yYeHHbIMK [12].

HepaBHue wnccnepgoBaHWs NOATBEPXKAAWT, 4TO AWC-
6anaHC OKMCNNTENbHO-BOCCTAHOBUTENBHOIO roMeocTasa
W yCUNeHne BOCNannTENbHbIX PeaKLMit UrpatoT KIlo4eByo
pPONb B KINMHUYECKUX NposaBaeHuax CP. Y Takux nauneHTos
OonncaH U3MEHEHHbIN LLUTOKMHOBLIM NPOdUAb C LOMUHUPO-
BaHneMm Th2-onocpefoBaHHbIX MEAMATOPOB: CYLLECTBEH-
HO NoBbllWeHbl ypoBHU IL-5, IL-6 n TNF-a no cpaBHeHUIO
C KOHTpONbHOW rpynnow [22]. B apyrom uccnenoBaHuu
NnoKasaHo NoBbllleHne KoHueHTpauun IL-8, IL-9 un IL-13
y 60fbHbIX ¢ CP OTHOCUTENbHO [daHHbIX NOKazlaTenew
y 340pOBbIX Nny, [23].

Heo6xoAnMMO OTMETUTb, YTO MMMYHHas AUCPEerynaumsa
y naumeHToB ¢ CP Ha ¢poHe nepeHeceHHON MHPEKLMOHHOM
60N1€e3HN MOXKeT cnoco6CcTBOBaTL pPa3BUTUIO gucbanaHca
CO CTOPOHbI CMCTEMbI FeMocTasa, 4To, B CBOW oyepefb,
MOXeT OblTb MPUYUHON TPOMOBOTUYECKMX COOLITUI [24].
BocnanutenbHbl npouecc caM no cebe 3anyckaeT Kackag
peaKkuuin: akTMBaUuo TPOMOOLUMUTOB, BblAeNeHne pasnuy-
HbIX MEANATOPOB BOCMaNeHUs U akTUBaLUKN CBEPTbIBaHUS,
NoBbIWEHWE NPOHMLLAEMOCTH cocyaoB. Ecnun ke Ha doHe
BOCMNaNeHns nauuMeHT MnonyyaeT npenapaTbl Ha OCHOBe
Ba/lbNpoOeBON KHUCNOTbl (0COGEHHO B BbLICOKMX Ao3aXx,
npu 4NMTENBbHON Tepanun an B cnyyae KOMGUHaLKUK € Apy-
rMMKW NpenapaTtamu), PUCK reMopparmyecKknx OCMOKHEHUM
Bo3pacTaeT. Takum o6pas3om, BocnalieHne He co3gaet
HOBbIM MexaHW3M AeNCTBMA BanbnpoaTa, HO CO34aeT «nie-
anbHbI KacKkaj» YCNOBMWK, NPU KOTOPbIX PUCK KpoBoTeYe-
HWUI CTAHOBMTCSH BbILLE.

B psige nccnegoBaHMin OTMEYEHO, YTO NPOTUBO3NUAEN-
TUYeCcKue npenapaTbl MOrYT Bbi3blBaTb U3MEHEHMUS CO CTO-
POHbI CUCTEMbI KPOBM, BKAOYa TPOMBOLMTOMNEHMIO, TPOM-
60oUMTapHYIO AUCOYHKLMIO, MAHUMTOMEHUIO U CHUXKEHUE
KOHUeHTpauun dubpuHoreHa. M3BeCcTHO, 4YTO npenapaTbl
BanbMpoOeBON KNCNOTbl NOAABNAAIOT apaxnaoHOBbIN Kackag
BHYTPU TPOMOOLMTOB, MHIMOUPYS LUKNOOKCUTreHa3HbIN
nyTb U TEM CaMbiM YMEHblUAs CUHTE3 TpOMOGOKcaHa A2,
CHW)Xas cBA3blBaHMe GUBpPUHOreHa ¢ peuentopom. B utore
370 BEAET K YMEHbLUEHUIO arperaumm TpomM6oumnToB. Takum
o6pa3oM, BanbnpoaT BAWSET Ha BHYTPUKIIETOYHbIE CUI-
Ha/nbHble NyTM TpOoM6GoLMTa, M3-3a Yero peLenTop K puépu-
HOTreHY HEe aKTMBMPYETCS AO/MKHbIM 06Pa30M U HE MOXeT
3P PEKTUBHO BbINMOJIHATL CBOIO GYHKUMIO. TaKKe NpoTUBO-
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anuaenTUY4eCKne npenapatbl MOTyT Bbi3blBaTb rMNoodwu-
6pUHOreHemMuUI0, MHOrAa BNAOTb 40 adUBPUHOreHemuu,
4YTO HECeT PUCK Cepbe3HbIX KpoBOTevyeHun. TaKKe npe-
napaTtbl MOTyT Bbi3blBaTb TPOMOGOLIMTONEHUIO BCNEACTBUE
BCTpauBaHus Banbnpoata B MeM6paHy TPOMOGOLMTOB
(M3-3a CXOXECTU C KMPHLIMU KMCNOTaMM), 4TO CNOCOBCTBY-
€T BblpaboTKe ayTOaHTUTEN K COBCTBEHHBIM TPOMbGOLMTaM
N UX paspyLLeHuio.

Y peten, nonyvatownx NPOTUBOCYAOPONKHYIO Tepanuio,
NPOAEMOHCTPMPOBAH MOBbIWEHHbIA PUCK HaPYLWIEHUI reMo-
cTasa, 4Yto TpebyeT peryaspHoro MOHUTOPMHIra Mokasare-
nen KpoBu [25]. Takxe npenapaTbl cNOCOGHbI OKa3blBaTb
npsiMoe TOKCUYeCKoe AeNCTBME Ha KOCTHbIM MO3r — noja-
BNSIETCA pa3BUTME HEKOTOPbIX POCTKOB KPOBETBOPEHMS
(HENTPOPUNBHOrO, IPUTPOMAHOIO), YTO KOCBEHHO BIUSET
Ha o6LW MK NOTEHLIMAN remocTasa.

Llenb uccneposaHmns
OUEHUTb HanpaBieHHOCTb U3MEHEHWH CUCTEMbI reMO-
cTasay JeBouek ¢ CP.

METOAbI
An3aiH uccnepoBaHuna
[MpoBeaeHO 0OAHOMOMEHTHOE UCCNief0BaHMeE.

YcnoBus npoBeeHna nccnepoBaHus

MccnepoBaHue BbiNosiHEHO Ha 6a3e HUW nepguaTpumn
M oxpaHbl 3p0poBba geten PrbHY «PHUX wum. akag.
b.B. lNeTtpoBcKoro» (. MockBa, Poccus). B uccneposa-
HMe BKAoYeH 121 pebeHoK B Bo3pacTe oT 3 neT Ao 17 net
11 mec. OcHOBHYtO rpynny coctaBuam 52 neBo4yku ¢ CP, KOH-
TPONbHYtO rpynny — 69 ycnoBHO 340POBLIX AEBOYEK. Bcem
y4aCTHMKaM NPOBOAMIOCH KOMMEKCHOe o6cneaoBaHue,
BKJ/lOYaBlee ¢dU3MKanbHbIM OCMOTP (C60p aHaMHesa,
anob, KNIMHUYECKUM OCMOTP) M NlabopaTopHble MeToAbl
nuccnegosaHus (06K aHaNM3 KPOBW, Koarynorpamma).

Kputepumu cooTBeTCTBUSA

Kputepum BKAIOYEHMs1: NETCKUIM BO3pacT, YCTaHOB-
NEHHbIN U NOATBEPIKAEHHbIN MONEKYNAPHO-TEHETUYECKUMM
meTogamu auarHos CP, oTCyTCTBME CUMNTOMOB OCTPOIO BOC-
nanuTeNbHOro 3a60/IeBaHNsA, a TaKXe BPOXAEHHLIX Hapy-
LWEHWI NNa3MEHHOro 1 TPOMGOLIMTApHOro reMocTasa.

Kputepun HeBKAIOYEHHUS: HannYMe CUMNTOMOB OCTPO-
ro BoCnanuTeNbHOro 3a60/seBaHns, BPOX/AEHHbIe HapyLie-
HMSA NIa3MEHHOTO 1 TPOMBOLMTAPHOIO reMocTasa.

Moa60p y4aCcTHUKOB B rpynnbi

MaunMeHTOB OCHOBHOM rpynnbl OTGMPanu NpuM HanU4uu
paHee ycTaHOBAEHHOro guvarHoza CP u OTCYyTCTBMM Kau-
HUYECKUX MPU3HaAKOB BocnaneHus. KOHTpoAbHylo rpynny
dopmmupoBanu c y4etTom nona, oTCyTCTBUS AMArHOCTUPOBAH-
HbIX XPOHWYECKNX 3a60neBaHnit, CUMAITOMOB OCTPOro BOC-
naneHus M HapylweHWn nnasMeHHOro M TPoMGOLMTapPHOro
remocrtasa.

LleneBble noKasaTenu ucciegoBaHus

OCHOBHOJ NOKa3aTe/lb UCC/IeJ0BaHNs

OueHvBany napameTpbl N1a3MeHHOro 3BeHa remocTasa
y nauneHToK ¢ CP B CpaBHEHWM C KOHTPOJIbHOW rpynmnom
YC/IOBHO 3/10POBbIX A€BOYEK.

HAononHutenbHble Nnokasaresn nceciegoBaHnus

[JononHuTenbHO NPOBOAMIN OLIEHKY MacCOo-pPOCTOBbIX
XapaKTEPUCTUK, a TaKKe aHaNn3 M3MEHEHHbIX MoKa3aTenewn
K/IMHUYECKOro aHaan3a KpoBn y 1eBO4YEK C YCTAaHOBJIEHHbIM
MOHOreHHbIM 3a60sieBaHNEM.

MeToabl n3mepeHUs 4eeBblX NoOKa3aTtesen

Y Bcex NauneHTOB, BKJIIOYEHHbIX B UCC/IeAOBaHME, YTPOM
HaTollaK NpPOBOAMAM B3ATME KPOBM M3 nepudepryecKon
BEeHbl B BaKyyMHble neauaTpuyeckune npobupkn Becton
Dickinson International (CLLA) c akTMBaTopoM CBEpPTbIBaAHUS
Kposu (34TA) o6bemMomM 1 MN U B BaKyyMHble neguvatpu-
4yecKne NPOGUPKKM ANs KOarynosorMyeckux uccnegoBaHui
o6bemMoM 1,8 ma. KAMHUYECKUMI aHanmM3 KPOBM BbINOMHSA-
/I Ha aBTOMaTM4EeCKOM aHanu3atope Sysmex XS 1000i
(AnoHug).

Moka3atenun Koarynorpammbl GbliM MOSyYEHbI C MOMO-
Wbto aBTOMaTMyeckoro Koarynorpada STA Compact Max
Rosche, ®paHuums.

[aHHble 0 pocTe M macce Tena MNoayvyanu M3 meau-
LMHCKOM [JOKYMEHTauuu no pesyabTtataM ocMmoTpa cre-
LManncToB.

CtaTucTU4ecKue npoueaypbl
Pasmep BbIGOPKM NpeaBapuTENbHO HE paccyMThiBasCS.

CrtatucTn4ecKne mMeToabl

CTaTUCTUYECKMI aHanu3 Oblal BbINOJHEH C WCMNONb30-
BaHneM naketa IBM SPSS Statisics, Bepcus 21.0 (IBM,
CLUA). KonnyecTBeHHbIEe MOKa3aTeNn NpoBepsiM Ha COOoT-
BETCTBME HOpPMasbHOMY pacrnpefesieHnto ¢ MOMOLLbIO Kpu-
Tepus Konmoroposa — CmupHoBa (npu n > 50). OnucaHne
KOJIMY4ECTBEHHbIX NMPU3HAKOB NPEACTaB/IEHO B BMAE Meana-
Hbl M MHTEPKBapPTUIbHOrO pa3maxa: Me [Q,; Qs]. ins cpaB-
HEHWS HE3aBWCUMbIX FPYMM, COAEpXKalinx [ABe BbIGOPKMH,
Obl/1 MPUMEHEH KpuTepuin MaHHa — YUTHU. CTaTUCTUYECKMU
3HAYUMbIMU CYUTANM Pa3fiMyMa MPU YPOBHE 3HAYMMOCTHU
p <0,05.

JTHYecKan akcnepTusa

MccnegoBaHne ogo6peHO HE3aBUCUMMbIM 3TUYECKUM
komutetom ®IrBHY LIKB PAH (B HacToswee Bpema — GIBEHY
«PHUX wum. akaa. B.B. MNetposckoro»), npotokon N2 148
oT 15.01.2021. 3aKoHHble npeacTaBuTenn pebeHKka nnoéo
caM pebeHOoK, AOCTUIWNK Bo3pacTa 15 neT, noanucbiBaam
MHbOpMMpPOBaHHOE A0O6POBOSIBHOE CorjlacMe Ha y4vyacTue
B 06¢cnenoBaHuu. Mpu dopmupoBaHmnn 6a3bl JaHHbIX UCCne-
[l0BaHus BCce cBefleHnsl 06 y4acTHMKax 6blin aenepcoHanu-
3MPOBaHbI.

PE3YJIbTATbI

XapaKTepuCTUKMN BbIGOPKHM (Fpynn) uccnegoBaHus

BK/lo4yeHHble B HAcToslEE UCCeOBaHME MALMEHTKH
(n = 121) pacnpegeneHbl cnegyowmm obpasom: 52 aeBou-
KW C noaTBepXAeHHbIM anarHo3om CP (oCcHOBHas rpynna)
M 69 yCNoBHO 340pPOBbIX AEBOYEK (KOHTPOSbHaA rpynna)
B Bo3pacTe oT 3 neT go 17 net 11 mec, HabnogaBlUMXCS
B HUWN neavatpunm u oxpaHbl 3a0poBba aeten PrbHY
«PHUX um. akag. B.B. lNeTpoBCcKoro» B nepuog ¢ sHBaps
2022 no pekabpb 2025 r. MeanaHa Bo3pacTta NauMeHTOK
¢ CP coctasuna 70 mec (52; 100), B KOHTPObHOW rpynne —
111 mec (71,2; 146,7); pa3nmuuns CTaTUCTUYECKU HE3HAYU-
Mbl (p > 0,05).

Y Bcex naumeHToK ¢ CP BbiiBNieHbl NaTOreHHble Bapw-
aHTbl B 9K30Hax 3 wan 4 reHa MECP2. KnuHu4yeckas
KapTWMHa y 3TOW rpynnbl XapaKTrepu3oBanacb 3afeprKKown
NMCUXOMOTOPHOTO Pa3BUTUSA, CTEPEOTUMHLIMU ABUMKEHUS-
MU PYK, HapylweHNeM NOXOAKM M OTCYTCTBMEM peyun. [leTu
nofy4yanmM CUMNTOMaTUYECKYIO Tepanuio, B TOM YMCIE NPO-
TMBO3NUNENTUYECKUE NpenapaTbl, M HaGAOAANUCL Y cne-
LMaNNCTOB pas3fiMyHbIX Npodunen (Kapamonor, HEBPOJIOT,
opTonea, 3HAOKPUHOIOT, CypAoor, odTaabMOOr, racTpo-
3HTEpoOsIOr).



C y4eTOM [aHHbIX nUTepaTypbl O BAWAHUKM MaTOrEHHbIX
BapvaHToB reHa MECP2 Ha TaxecTb 3ab6ofeBaHus npea-
CTaBNSETCS aKTyalbHbIM NPEANON0KEHNE O BOSMOXKHOM MX
BO3EMCTBUN Ha KOMMOHEHTbI CUCTEMbI FEMOCcTa3a.

Bcem getsiM npoBoAMNOCE KOMMNeKCHoe o6cneaoBaHue,
BK/OYaBLIee GMU3MKanbHbIM OCMOTP (C60p aHamMHe3a, XKanob,
KJIMHUYECKMI OCMOTP) M NabopaTopHble METOAbl UCCNeaoBa-
HUS (KTMHUYECKMI aHanu3 KpoBM, Koarynorpamma).

B ta6n. 1 npeactaBneHbl Macco-poCTOBble MOKa3aTe-
NI NaUMEHTOK, BKAIOYEHHbIX B uccnegoBaHue. Kak BuAHO
M3 Tabnuubl, CTAaTUCTUHECKU 3HAYMMbIE PaA3AMYUA MeEXKIY
rpynnamMu BbIIBiEHbl MO 3HA4YeHUsIM pocTa U Macchl Tena,
npu aToM UHAEKC Maccbl Tena (MMT) y nauMeHTOK CyLweCcTBEH-
HO He pasnuyancs. [pu cpaBHEHUU MexAY rpynnamu cTatu-
CTUYECKM JOCTOBEPHOW Pa3HULLbl MO BO3PACTy HE OTMEYEHO.

[ns noaTBEPKAEHUS CTAaTUCTUYECKHU 3HAYMMOM pa3HULLb
MacCO-pOCTOBbIX NOKa3aTenen Mexay rpynnamu 6biam oto6-
paHbl CONOCTaBMMble NO BO3PacCTy C rpynnon HabnogeHuns
[EBOYKM U3 rpynnbl cpaBHeHMS. MegnaHa Bo3pacTa B KOHT-
ponbHOM rpynne coctaBuna 77 mec (58; 104,5); B rpynne
HabnoaeHna meanara coctasuna 70 mec (52; 100), pasnu-
4Yns CTaTUCTUYECKM He3HauduMbl (p > 0,05). Pasnnung mexay
rpynnov nauneHToB ¢ CMHAPOMOM PeTTa M yCnoBHO 340p0-
BbIMW €BOYKaMM B OTHOLIEHMM BO3pacTa He 6blnu CTaTUCTH-
YeCKM 3HayuMMbl (Pa3HOCTb MeXAy mMeauaHamu cocTaBuna
-7 [95% OW: -28; 4] mec, p = 0,083). MegnaHa macchl
nauMeHTOK B rpynne cpaBHeHus coctasuna 20,8 Kr (18; 26),
a B rpynne Ha6nwaexHua 16,74 kr (12,90; 22,35); pasnuyus

CTaTUCTUYECKM 3Ha4YMMbl (p < 0,001), pa3HOCTb MeXay meau-
aHamu coctaBuna —4 [95% OU: —7,7; O] kr, p < 0,001).

MauneHTol ¢ cMHAPOMOM PeTTa XapaKTepu3oBanucChb
MEHbLMM POCTOM MO CPABHEHUIO C yHaCTHUKaAMMK YCNOBHO-
30POBOM rpynmnbl (Pa3HOCTb MEXAY MeAMaHamu cocTaBuna
-9,5 [95% AWN: -17,1; —0,7] cm, p < 0,001). PocT nauueH-
TOK U3 rpynnbl KOHTpona cocTaBun 118 cm (109,4; 134,2),
B rpynne Ha6ntoaexnns 108,50 (98,00; 119,50); pa3nuuusa
CTaTUCTMYECKM 3Ha4YUMbI (p < 0,001).

CTaTUCTUYECKM 3HAYUMbIE OTAIMYMUS MO MacCO-POCTOBLIM
nokasaTtensimM Npu cConocTaBAEHWUM FPynn No BO3pacTy coxpa-
HAIOTCS, NO3TOMY AajbHeWwmne pacyeTbl OblIM NPOBELEHDI
MEeXAy BCEMW NauMeHTamu, BKIOYEHHbIX B UCCNefoBaHUe.

BbiiBN€HHbIE CTATUCTUYECKU [OCTOBEPHbIE OTAMYMUA
NOKa3bIBAOT HaNMYME 3a4EPKKM pocTa 1 aedurumTa Maccol
y nauneHToB ¢ CP, 410, BEPOSITHO, 06YCNOBAEHO COYETAHUEM
daKTOpOB, BKAOYAA TPYAHOCTU NPU KOPMIEHUK, HapYLLEHNUS
dYHKLMOHANbHOM aKTUBHOCTU XKeNyA04HO-KULLIEYHOrO TpakK-
Ta, a TaKXKe M3MeHeHHYyto aKkcnpeccutio MECP2.

OCHOBHbIe pe3ynbTaTbl UCCIe0BaHUA

Mpun aHann3e NokasaTtenen KoarynorpaMmbl BbiiBAEHbI
CTaTUCTUYECKM 3HAYUMbIE Pa3INYUA MEXIY UccneayeMbiMu
rpynnamMu No 3HAYE€HUAM aKTMBMPOBAHHOINO 4aCTUYHOIO
Tpomb6onnacTnHoBoro BpeMenu (A4TB) (p = 0,000) 1 ypoBHSA
nnasmuHoreHa (p = 0,004). Mo ocTanbHbIM NapameTpam
KoarynorpaMmmbl CTaTUCTUYECKM 3HAYUMbIX OTAMYUIA MEXKIY
rpynnamu He oTMe4yeHo (Tabn. 2).

Ta6nuua 1. CpaBHeHue rpynn 06¢neoBaHHbIX A€TEeN MO MacCo-pPOCTOBbLIM NOKa3aTensim
Table 1. Comparison of the examined groups of children by weight and height parameters

TN Cunapom PertTa (n = 52) YcnoBHoO 3g0poBble (n = 69) p*
Me [Q,; Q3] Me [Q; Q;]

BospacT, mecsubl 70 (52,00; 100,00) 111 (71,20; 146,70) > 0,05
PocT, cm 108,50 (98,00; 119,50) 135,0 (113,00; 152,00) 0,000
Macca Tena, Kr 16,74 (12,90; 22,35) 29,00 (18,00; 45,00) 0,000
NMT 14,00 (12,65; 16,95) 15,90 (14,96; 17,96) > 0,05

lMpumeyaHume. <*> — cTaTUCTUYECKM 3HaYUMble pe3ynbTraTthbl p < 0,05. UMT — MHAEKC Macchl Tena.

Note. <*> — statistically significant results p < 0.05. BMI (MUMT) — body mass index.

Ta6nuua 2. lNokazaTenu KoarynorpaMmmbl B rpynnax o6¢cneoBaHHbIX AeTen

Table 2. Coagulogram parameters in the examined groups of children

Noxasarent Cunapom PetTa (n = 52) YcnoBHoO 3g0poBbie (n = 69) p*
Me [Q,; Q,] Me [Q4; Q]

MpoTpom6nHOBOE BpeMS, C 14,40 (13,70; 14,90) 14,30 (14,00; 15,00) > 0,05
Mn, % 89,50 (83,50; 94,00) 90,00 (82,00; 94,00) >0,05
AYTB, ¢ 31,15 (28,90; 33,50) 33,80 (31,90; 37,00) 0,000
MHO 1,06(1,03;1,11) 1,06 (1,02; 1,10) > 0,05
Tpom6uHOoBOE BpeMmS, C 16,70 (16,10; 17,65) 16,90 (15,50; 17,50) > 0,05
dU6pUHOreH, r/n 2,78 (2,44; 3,34) 2,59(2,29; 2,92) > 0,05
MpoteunH C, % 92,00 (82,00; 104,00) 87,00 (77,00; 97,00) >0,05
MpotenH S, % 83,00 (70,00; 94,00) 84,00 (75,00; 97,00) >0,05
D-aumep, HI/Mn 0,26 (0,16; 0,32) 0,26 (0,20; 0,29) > 0,05
MnasmuHoreH, % 105,50 (96,00; 112,00) 99,00 (91,00; 105,00) 0,004
AHTUTPOMOUH IIl, % 119,00 (107,50; 131,50) 117,00 (108,00; 128,00) > 0,05

lpumeyvaHune. <*> — cTaTUCTUYECKM 3HaA4YMMble pe3ynbTaTtbl p < 0,05. MMM — NpoTpOMOBUHOBLIN MHAEKC; AHTB — aKTUBMPOBaHHOE YaCcTUYHOE
Tpomb6onnactTuHoBoe Bpemsa; MHO — mexayHapoaHoe HopMann3oBaHHOE OTHOLWEHHME.

Note. <*> — statistically significant results p < 0.05. PI (IMMN) — prothrombin index; APTT (A4TB) — activated partial thromboplastin time;

INR (MHO) — international normalized ratio.
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BbliBNeHHblE M3MEHEHUS MapameTpoB Koarynorpammebl
OTpaXKaloT HanNpPaBNEHHOCTb HapPYLUEHWI B CTOPOHY rMnepKoary-
NAUMKM C OLHOBPEMEHHOM aKTUBaLMEN CUCTEMbl GPUOBPUHONN3A.

[lononHuTenbHble pe3ynbTaTbl UCC/IEA0BAHUA

Mpun aHann3e noKasaTenen KNIMHUYECKOro aHannsa Kpo-
BU BbISIB/IEHblI CTATUCTUYECKM 3HAYMMbIE PA3NUYUA MEXKAY
rpynnamu no ypoBHto nenkouunToB (p = 0,000), numbouuTos
(p =0,003) 1 PLR (p = 0,003). Mo ocTanbHbIM NapameTpam
OT/IMYUM He Habntoaanock (taén. 3).

BbifiBeHHblE M3MEHEHWUS NapaMeTpPoB K/MHUYECKOro
aHann3a KpoBW CBMAETENLCTBYIOT O HaNM4MK BOCNanmnTeNb-
HbIX U3MeHeHuW Ha poHe CP.

OBCYXAEHMUE

Pe3loMme OCHOBHOro pe3ynbTata uccjiegoBaHusA

Mpun oueHKe pes3ynbTaToB UCCAELOBaHUS YCTaHOBIEHO,
yTo y aeten ¢ CP Hanbonee 4acTto Habno4alOTCA YKOPOUYeHne
AYTB 1 noBblWeHWe KOHLEHTPauUuu naasMmHoreHa B nnas-
Me KPOBM, 4TO NOATBEPKAAETCH CTATUCTUHECKM 3HAYUMBIMU
OT/IMYUSAAMM OT KOHTPONbHOM rpynnbl (p = 0,000 u p = 0,004).

MonyyeHHble pe3ynbTaTbl CBUAETENLCTBYIOT O HanU4YuK
y nauneHToK ¢ CP BeKTOpa M3MEHEHUI B KoarynsauMoHHOM
cucTeMe B CTOPOHY ee aKTMBauuuM Npu OLHOBPEMEHHOM
ycuneHun GyHKUUKM cuctemMbl GMOPUHONM3A, HTO, BEPOSTHO,
HOCMT KOMNEHCaTOPHbIR XxapaKTep 1 B 60MbWNHCTBE Chyya-
€B COMNPOBOXAaeTCs OTCYTCTBMEM BbIPa*KEHHOro remoppa-
rM4EeCcKoro cuHgpoma. Bmecte ¢ Tem, y 4actu geten otme-
4aloTCs HOCOBblE KPOBOTEYEHWUS U €4UHUYHbIE 3KXMMO3bI,
4YTO MOXET OTpakaTb MCTOWEHWE KOMMEHCATOPHbIX BO3-
MOXHOCTEN CUCTEMbI FEMOCTa3a.

Mpn cpaBHUTENbHOM aHanuM3e noKasaTenewn KauHuye-
CKOro aHanv3a KpoBu y aeBoyeK ¢ CP BbISIBNEH CTAaTUCTU-

YECKMW 3HaYUMbIN uMbouMTapHbIA nenkouunTos (p = 0,003
m p = 0,000 coOTBETCTBEHHO) B COYETAHWMWU CO 3HAYUMO
CHUXeHHbIM PLR (p = 0,016).

COBOKYMHOCTb MOJlyYEHHbIX pe3ynbTaToB MNo3BoNseT
npegnonaratb Haan4yne CyOKAMHUYECKOTO UMMYHHOIO OTBE-
Ta y geBoyek ¢ CP, 4yTo COOTBETCTBYET aHHbIM paHee ony-
6/IMKOBaHHbIX UCCNEeAoBaHWA U KOHLEMUUU XPOHUYECKOro
CyGK/IMHUMYECKOro BocnaseHns Npu aaHHOW natonoruu [26].

OrpaHu4yeHus uccnefoBaHus

B HacToslen paboTe npeacTaBnerbl AaHHble 121 pebeH-
Ka. MNpu npoBeaeHnn nccnegoBaHns 6oinn cobnoaeHbl Tpe-
60BaHUs NpeaHaMTUYECKOr0 M aHaIUMTUYECKOro 3Tanos
B3ATMA M aHaaM3a 06pas3LoB KpoBM, 4TO obecneynBaeT
HaJEeXHOCTb MNOJly4YEeHHbIX Pe3ynbTaToB HabntoaatenbHOro
uccnegoBaHunsa. OgHako cnepyeT yuuTbiBaTb, YTO 0GBLEM
BbIGOPKM OrpaHMyeH peaKoCTblo paccMaTpuBaemMown narto-
NIOTUM U MPUHAANEKHOCTbIO MALUMEHTOK K aKTyasllbHOMY
nepeyHio opdaHHbix 3aboneBaHuin. Kpome TOro, AusawH
nccnenoBaHUs He npegycMaTpuBan AMHAMUYECKOro Habo-
[IEHNS U OLIEHKW BNWSHWUA NIEKApPCTBEHHOW Tepanuu, BKIIO-
Yyasi MPOTMBO3NMAENTUYECKME MpenapaTtbl, HA NoKasaTenu
remMocTasa v nabopaTopHble MapKepbl BOCManeHus.

UHTepnpeTauua pe3ynbTaToB UccnefoBaHUsA

B npeactaBneHHon paboTe BnepsBble B PoccuUcKon
depepaumm M3ydyeHbl MoOKalaTenun CUCTEMbI remocTasa
y nauneHToK ¢ CP. BbiiBNEHHble CTaTUCTUHECKU 3HaAYUMble
OTANYUS NapaMeTPOB KoarynsauMoHHOro 3BeHa — yKopoye-
Hue AYTB (p = 0,000) 1 noBbIlEHWE YPOBHA Na3MUMHOreHa
(p = 0,004) y nauneHToKk ¢ CP — BeposiTHO, CBMAETENLCTBY-
0T 0 AMCOYHKUMKM cuUcTeMbl dubpuMHONM3a U aucbanaHce
KacKaja cBepTbiBaHUS KPOBW.

Ta6auuya 3. [loka3aTenun KIMHUYECKOro aHann3a KpoBu B rpynnax o6cnefoBaHHbIX AeTen
Table 3. Complete blood count parameters in the examined groups of children

CuHpapowm PetTa (n = 52) YcnoBHO 3g0poBble (n = 69)
Nokasarenu p*
Me [Q,; Q5] Me [Q,; Q5]
NeikounTsl, 109/n 7,83 (6,35;9,02) 6,31 (5,61; 7,42) 0,000
3putpouuTsl, 1012/ 4,48 (4,26; 4,75) 4,55 (4,38; 4,81) >0,05
femorno6wuH, r/n 124,50 (119,00; 132,00) 125,00 (119,00; 129,00) > 0,05
fematokpuT, % 35,55 (34,45; 37,25) 35,90 (34,45; 37,25) > 0,05
Tpom6ouunThl, 109/n 290,00 (259,00; 345,00) 299,00 (254,00; 334,00) > 0,05
PLR 90,81 (76,97; 111,58) 106,56 (87,59; 125,30) 0,016
CpeaHmit 0GbeM pUTPOLMTOB, 80,00 (77,30; 81,65) 77,60 (75,60; 79,90) >0,05
Ky6. MKM
Cpeariee coaepxarive 27,70 (27,15; 28,65) 27,00 (26,30; 28,00) >0,05
reMorno6uHa B apuTpoLuTe, nr
CPeaHsA KOHLEHTpaLus 349,00 (342,00; 356,00) 346,00 (339,00; 354,00) >0,05
remorno6uHa, r/n
Cpeanmi oobem 10,45 (9,65; 10,95) 10,50 (9,80; 10,80) >0,05
TPOMOOLMTOB, KY6. MKM
NumdoumnTsl, abe 3,14 (2,62; 3,98) 2,69 (2,14; 3,33) 0,003
HenTtpodunel, abe 3,28 (2,16; 4,36) 2,73 (2,18; 3,37) > 0,05
MoHouuTLI, a6C 0,59 (0,46; 0,81) 0,52 (0,47; 0,65) >0,05
Bbasodunbl, abe 0,02 (0,02;0,03) 0,03(0,01;0,03) > 0,05
303uHOGUbI, abC 0,18 (0,11; 0,30) 0,18 (0,13; 0,29) > 0,05

lNpumeyaHne. <*> — cTaTUCTUYECKU 3Ha4YMMble pedynbTaThl p < 0,05. PLR — Platelet-to-Lymphocyte Ratio.

Note. <*> — statistically significant results p < 0.05. PLR — Platelet-to-Lymphocyte Ratio.



MOHO NPeanonoK1Tb, YTO YBENMYEHNE KOHLEHTPALMK
nnasmMuHoreHa y naumeHTok ¢ CP MoXeT 6bITb B YMC/e Npo-
Yyero CBA3aHO C naToreHHbIMWM BapuaHTamu reHa MECP2
[2]. Kak n3BecTHO, 6enok MeCP2 yyacTtByeT B perynsuuu
3Kcnpeccuu psiga reHos, B Tom yucne SERPINAL. B uccne-
noBaHuun A. Sanfeliu n coasT. (2019) npoaeMoHCTPUPOBa-
HO CHUXeHWe QYHKLMOHaNbHON aKTUBHOCTM 3TOr0 reHa,
YTO AaeT OCHOBaHWA nNpeanonaratb €ro BEPOSTHOE yyacTue
B pa3BuTUM M nporpeccuposarHum CP. HapylweHue akTuB-
HocTM MeCP2 npuBoauT K AednumnTy 6€1K0B, HENTPANINU3YIO-
LWMX MHIMBUTOP aKTUBaTopa nna3MmuHoreHa 1 (plasminogen
activator inhibitor-1; PAI-1), KOTOpbIK, B CBOI o4Yepenb,
MHIMOUpPYET TKaAHEBOM aKTuMBaTop nna3mMuHoreHa (tissue
plasminogen activator; tPA). tPA aBnsetca npoTea3on, Kata-
NM3unpyloWwen npespalleHMe NnasmMuMHOreHa B aKTUBHbIN
nnasmuH [2]. ONncaHHbIN «MONEKYNSIPHLIA NYTb» NO3BONSET
06DBACHUTL BbIIBIEHHOE NOBbIWEHWE KOHLIEHTPauun nnas-
MUHOreHa B KpoBW y AeBo4yek ¢ CP.

B HacTosllee BpeMa MoKal3aHo, YTO BOCMaMUTENbHbIN
npouecc, B KOTOPOM KJ/IIOYEBYIO PO/b UrpatoT HENTPODUIbI
M aMmodouUTEl, BO B3aUMOAENCTBMM C aKTUBUPOBAHHbLI-
MK TPOMBOLMTaMMU U KoaryasiLMOHHbIM 3BEHOM remocTasa
NnoBbllaeT PUCK pa3BUTUS TPOMBO30B B COCydax pasfiny-
HOoro Kanubpa. Bnepsble B Poccuiickon Pegepaunn npo-
BeJeHa OLeHKa M3MEHeHWl MnokasaTtefnen KAUMHUYEeCKOro
aHanu3a KpoBM Yy paeten ¢ CP B cpaBHEHWM cCO 3[0pO-
BbIMW CBepPCTHMKamuU. CTaTUCTMHECKM 3HA4YMMOE NoBbIWe-
HWe KonuyecTtBa nenkouutoB (p = 0,000) u numdboumnToB
(p =0,003) B co4yeTaHun co cHukeHnem PLR (p = 0,016),
BEPOSITHO, OTParKaeT HapyLUEeHUsI OKUCAUTENIbHO-BOCCTAHO-
BUTENbHOIO roMeocTasa U NPUCYTCTBUE XPOHUYECKOro Cy6-
KJIMHUYECKOro BocnaneHus y nauneHtos ¢ CP. YkopoyeHue
A4YTB (p = 0,000), BbisBNEHHOE Y NauneHToK ¢ CP, moxeT
cBuaeTenbcTBOBaTh 06 aKTMBaLMM TPOMBOLMTapHOro 3Be-
Ha remocTasa Ha GOoHe NepcUCTUPYIOLWErO CYOKINMHUYECKO-
ro MMMYHHOrO OTBETa, YTO MOTEHUManbHO cnoco6eTByeT
NOBLILEHWNIO PUCKa TPOMOO06PA30BaHUS.

3AK/IIOYEHME

lNpoBeaeHHoOe UccnegoBaHne NO3BOJMAO YTOYHUTL OCO-
6eHHOCTH TeyeHns CP 1 0603Ha4YnTb BEKTOPbI U3MEHEHMW
B KOArynsiLMOHHOM CUCTEME Y MOPAXKEHHbIX AETEWN.

BbisiBNeHHbIV BOCNaAUTENbHbLIM NMpoduib nokasarenen
KpOBMW, cOrnacylowmnca ¢ AaHHbIMU UCTOYHMKOB, OMWUCHI-
BaloWMX NepecTpomnKky paboTbl MHPAAMMaCOM M Hanuuue
ayTOMMMYHHbIX MapKEPOB, MOXET ObITb CBA3aH C NEPCUCTH-
PYIOLWNM, KIMHUYECKM HE onpeaensieMbiM UMMYHHbIM BOC-
naneHuem. Mpu Bo3gencTBMU paga HebnaronpuaTHblx dak-
TOPOB TaKMe UBMEHEHMUS NOTEHLMaNbHO CNOCOBHbI YCKOPATb
nporpeccupoBaHne OCHOBHOMO 3aboneBaHus.

MonyyeHHble peaynbTatbl MOryT B AafibHeWweM O6biTb
MCNonb30BaHbl Ans pa3paboTKM NPOrHOCTUYECKUX MOAENEN
pUCKa OCNIOXKHEHMI CO CTOPOHbI remocTasa y aeten ¢ CP.

B HacToswee Bpems nedvenune CP octaeTtca npeumylle-
CTBEHHO CMMNTOMaTM4eCcKMM. eHHas Tepanus paccMmaTtpu-
BaeTCa Kak MHoroobeLlalouee HanpasneH1e s Co34aHuns
6e30nacHblX U IPDEKTUBHBIX anropuTMOB BEAEHUS nauu-
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