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NMHEBMOHWA BUNTAH KACANNTAHTAH BONTANNAPOA TEMOCTA3 TUSUMMU TEHETUK
XYCYCUATNAPU

bobomypoTos T.A., daiisnes H.H.

GENETIC FEATURES OF THE HEMOSTASIS SYSTEM IN CHILDREN WITH PNEUMONIA
Bobomuratov T.A., Fayziev N.N.

TawKeHMCKasa MeOUUYUHCKAsa aKkaoemus

Makosada nHesMOHUAHUHE 601a1ap2a XOC KAUHUK KeHUW XyCycusimaapu, 2eMocmas musumudaau y32apuuaap
8a MypAU ANAUFAQHUW OUAAH KeYy84U KACAAAUKAAPOA 2eHeMUK NOAUMOPPU3M XYCYyCUIMAAPUHU Yp2aHUW MyFpu-
cudazu MasayMomAap Keamupuazaw. Ynkada ymkup AAAUFAQHUW HAPAEHU YAAPHUH2 MemaboauK (yHKYUSCU-
HUH2 6y3uiuwuza 04aub keaadu 8a 6y ynkaHuHe 2emMocmas mu3umu Myg803aHAMUHU U30aH Yukapaou. [lHeeMOHUS
6usaH orpueaH 604a1apda 1abopamop UHCMpYMeHmMaa meKwupye Hamuicanrapu 2emMocmas musumuoa ce3unapau
Yy3zapuwiap aHuKAaHOu.

Kaaum cy3aap: 6oaanap, nHeeMoHUS, 2eM0CMA3, 2eHeMUK NOAUMOPPHU3M.

The article presents information about the study of the features of the course of pneumonia in children, changes
in the hemostasis system, features of genetic polymorphism in various inflammatory diseases. An acute inflammatory
process in the lungs leads to a violation of their metabolic function, disrupts the balance of the hemostasis system of
the lungs. According to the results of laboratory and instrumental examination in children with pneumonia, significant

changes in the hemostasis system were revealed.

Key words: children, pneumonia, hemostasis, genetic polymorphism.

BHe60.)1bHI/I'~{Ha${ nHeBMoHUs (BII) Bo BceM mupe
ocTaeTcs BeJyllled NPUYNHON CMEePTH Cpesiu Jie-
Tel B Bo3pacTe Jio 5 JieT. [lo onenkam, B 2015 . ymep-
au 0,921 MaH 4denoBekK. [leCTBUTENBHO, CMEPTHOCTb
ot BIl ycTynaeT TOJIBKO CMEPTHOCTH OT OCJI0XKHEHUH
npex/ieBpeMeHHbIX POJIOB.

3BecTHBI eJMHNYHbIE UCC/IeJOBAHHS, TOCBAIIEHHbIE
M3y4eHHIO CHCTeMbl reMoCTasa IPY MHEBMOHUAX y Je-
Tell. BoBsieueHue cucTeMbl reMoCTa3a IpYU OCTPOM BOCIIa-
JINTeJIbHOM TIpoliecce XapaKTepU3yeTCsl Pa3HOM Hallpas-
JIEHHOCTbI0O M3MEeHEeHUHN U OTCyTCTBHEM OIpeJie/IeHHbIX
cxeM 00c/1eloBaHUsl GOJIBHOTO /JS MOJIy4eHUs MOJHON
vHopMaLMU 0 XapaKTepe U CTajuu nponecca [2,13,20].
OcoOeHHOCTbI0O NTHEBMOHMH y JleTel fIBJIAETCA 4acToe
pa3BUTHe UHPEKLMOHHO-TOKCHYECKOr0 II0Ka C Hapyllle-
HUeM remoctasa [3,6,9,10] no tuny ¢asbl noTpedaeHuUs
- JIBC-cunppoma [5,6,12,16]. OcTpblil BoCHaUTENbHbIH
IPOLIeCC B JIETKUX NPUBOJUT K HapyLIEHUI0 UX MeTab0./Iu-
yeckod QyHKLMH, YTO NPOSAABJISETCA B yTpaTe CIOCOOHO-
CTH JIETKHX PeryJMpoBaTh 6ajaHC MPOoTeas3-aHTUIIPOTeas
cucteMbl remocrasa [1,3,6].

Puck 3a6osieBaemocTu BII cBA3bIBAIOT C BUPYJIEHT-
HOCTbIO BO30YyAuTessl, BOCIPUUMUYUBOCTBIO X03IMHA U
3MU/IeMHOJIOTUYEeCKUMU (QaKTOpaMU. Y 3HAYMTEsbHO-
ro 4yucsa 6osbHbIX BIl pasBuUBalOTCA TsKesble 0CI0XK-
HeHMsl, TaKhe KaK CelCHUC, OCTPbIA pecnUpaTOPHBIN
auctpecc-cuiapom (OP/AC), cuHApOM mNOJIMOpPraHHOMN
aucoynkuuu (CIIOH) u MeHee daTasibHble COCTOSTHUSA
(n1eBpUT, 3MNIIMEMa) M CUHJPOMBI (OCTpasi AblXaTebHast
HeJI0CTaTOYHOCTh). PazHOOOpasye KJIMHUYECKUX Mpo-
aBneHUd npu BIl npepnosiaraeT reHeTUYeCKyl0 Npej-
pacnosioxkeHHOCTh [1,5,6,8]. [IpepacnosokeHHOCTb K
BIl u kputnvyeckum ocnoxxkHeHuaM BIl cuctemaTnyecku
M3y4yaeTcsl HEeCKOJIbKMMHU TpyINNaMHu Hcc/lefoBaTesen.

YcTaHOBJ/IeHA BaKHasl pPOJib HEKOTOPBIX FeHeTHYeCKUX
BapualMil X03fiMHA B pa3HOOOpa3suM KJIMHHYECKHUX
nposieaienuit BII [1,3,9]. CucteMbl oTBeTa X035IMHa, Ta-
KHe KaK IyTb pacllo3HaBaHHUA 00pa30B, BOCHNAIUTEb-
Hble MOJIEKYJIbl, aHTUOKCHJAHTHasA 3aliTa U Mexa-
HU3M CBePTBhIBAaHUS KPOBU, BEPOSITHO, UT'PAIOT POJb B
3TOM U3MEHYUBOM oTBeTe Ha BIL.

W3BecTHO, 4YTO pacnpocTpaHeHHble 3aboJeBa-
HUA UMEIT CJI0XKHYH 3THOJIOTHIO, TaKyl0 KaK 3aBU-
CUMOCTb TeHOTUIIHMYecKUX 3pPeKToB 0T aKTOpoB
OKpy:Katolell cpeabl (B3auMoJeNCTBUA TeH-Cpesa) U
TeHOTUIIOB B JIPYTUX JIOKyCcaX (B3aWMOJeENCTBHUS TeH-
reH). CTpaTerusi, BbIXOAdAllasA 3a pPaMKHU aHa/lM3a Ha
OCHOBE OJIHOTO TeHa, OOBbIYHO MO3BOJISIET MOJYYHUTh
npeJCTaB/eHNe O JieXalllUX B OCHOBe MOJIEKYJSAPHBIX
MeXaHHU3Max.

OcTpbIii BOoCIa/IMTeNbHbIM MPOLECC B JIETKUX MPHU-
BOJJUT K HApyLIeHUI0O UX MeTabouyeckoll QyHKLUH,
YTO NPOSABJSETCS yTPATON CIOCOOHOCTH JIETKUX pery-
JIMpOBaThb OaJlaHC NMpPOTea3-aHTUIIPOTea3 CUCTEMBI re-
MocTasa [3,15].

CocTosiHMe 3TOM Npo6JieMbl B TeIUATPUU AUKTYeT
HeobX0ZJMMOCTb OoJiee IIyOOKUX UCCTAe0BaHUM U 060-
CHOBAHHBIX 3aKJIIOYEHUH O COCTOSIHUM CHUCTEMbl reMo-
crasa. [losMreHHbIN NOAXOM B KaueCcTBe MHCTPYMEHTA
JLJ1S1 BBISIBJIEHUS] MHJMBUJIOB C MOBBIIIEHHBIM PHUCKOM
pPa3BUTHUA OCJAOXKHEHUH IpejNoJiaraeT, YTO OJHOBpe-
MeHHOe NPUCYTCTBHE HEeCKOJbKUX IeHeTHYeCKUX Ba-
puanuii co cabbIMU, HO JOCTOBEPHBIMU 3ddeKTaMu Ha
Ipolecc reMocTasa MOXeT NOBJIMATb Ha PUCK cepbes-
HbIX TPOMOOTUYECKUX OCI0KHeHUH. [ToamMopduaMbl
reHOB CUCTeMbl reMocTa3a ¢ubpuHoreH (daktop I) saB-
JIeTCA OJJHUM M3 OCHOBHBIX (aKTOpPOB CHUCTEMBbI Koa-
rynsauuu. [loMmuMo cBoell poJi B peaKLiMU KOaryJ/siliuy,
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¢$UOpUHOTEH ydyacTByeT B NATOreHe3e aTepOCKJIepo-
3a, COCOOCTBYS a/iTe3UH TPOMGOIIUTOB U JIEHKOIIUTOB
K MOBEPXHOCTH 3H/IOTEJNS U MOAY/ISILIUYU CBSI3bIBAHUS
IJIa3MHHA C €T0 PELeNTOPOM.

QuOpUHOTEH LUPKYJUPYET B IJIa3Me B BUJIE IUMe-
pa. 3pesiblii 6esok GUOPUHOTEHA COCTOUT U3 [JIBYX Iie-
new, KaxJas U3 KOTOPbIX B CBOIO OYepesib COCTOUT U3
a-, B- ¥ Y-TIOJIMIIENTH/IOB, KOTOpPble KOJAUPYIOTCS reHa-
MU FGA, FGB u FGG, pacnoJsio’keHHbIMH B OZJHOM KJIacTe-
pe Ha XpoMocoMe 4. B renax ¢pubpuHOTEeHa 0O6HaApYyxKe-
Hbl OHII, acconuupoBaHHbIe C Pa3JIMYUSIMU B YPOBHSX
$ubpHHOTeHa B IJIa3Me.

MuHOpHBIE alJIe TN YEeThIPEX MOJTUMOPPHU3MOB B reHe
FGB, nByx B reHe FGA u ogHoro nosmMop¢$usma B reHe
FGG accouuupoBaHbI C MOBBILIEHHBIM YpPOBHEM GUOPH-
HoreHa B mia3Me. OHII B mpomoTope reHa FGB (-455GA,
rs1800790) u B mpomoTope rena FGA (58GA, rs2070011)
BJIMSIIOT Ha YPOBeHb GUOPHHOTEHA B IJIa3Me.

Bosb1Ioi My/JbTUMEpPHBIA TIMKONPOTEUH - dak-
Top ¢oH Busnebpanma (PB), cekpeTupyembld 3H[0-
TeJUAJbHBIMU KJIETKAMU COCYA0B, UMEEeT MSITUKpaT-
HYI0 Bapuabe/sbHOCTb YPOBHS AHTUrEHA B IJIa3Me
KPOBH 3/I0POBBIX JIIOJel, PYHKIUOHUPYET KaK aHTHU-
reMoQuJIbHBINA paKkTOp U UHTEepeic Mexay TpPoMGo-
I[MTOM M COCYAMCTON CTEHKOW B CHCTEME CBepThIBa-
HUs KpoBu. @B urpaer k/uYeByw poJib B Ipoliecce
reMocrasa ¥ GOpMHUPOBAHUU apTePHUATBHOIO0 TPOMGO-
3a, IEWCTBYS KaK MOJIEKYJISIPHBIA MOCT, TPUBS3bIBAIO-
WA TPOMGOIUTHI K MOBPEX/JEHHOMY 3HJIOTEJNNI0, U
KaK MOJIeKyJla-HOCUTeJb JJisd GaKTopa CBEPTbIBAHUS
VIII, o6sieryast afresuio TpOMOOLUTOB K HOPMaJTbHOMY
3H/IOTEJIUIO U arperayui TPOMOOIIMTOB B MECTAX COCY-
aucroro nospexzaenus [12,13]. [lnazamatudeckue ypos-
HU @B Ha 53-75% 3aBUCAT OT reHEeTUYeCKUX GaKTOPOB
Y BHOCSAT CBOW BKJIAJ| B TEHETHUYECKYIO MpPeApacrosio-
»keHHOCTb K CC3 [11,14,19]. [loBbimIeHHBIE YpoBHU DB
B IJIa3Me SIBJISIIOTCSI He3aBHUCHMbIM (AaKTOPOM pHCKa
BEHO3HOU TPOMO0IMOOMYECKON 60JIe3HH, UHapKTa
MHOKapAa, uHcyabta [18,19]. Poss @B B apTepuanbHoOM
TPoM6006pPa30BAHUH U aTEPOCKJIEPOTUYECKHUX MPOIIEeC-
cax JieJlaeT ero MnoJie3HbIM KJIMHUYECKUM MapKepoM pU-
CKa, CBSI3aHHOTO C aTepockaepo3oM. @B acconuupoBaH
C 9HJ0TEeJMANbHON UCHYHKIMEH U MaTOreHe30M aTe-
pockJiepo3a 6Jiarofiapsi CHOCOOHOCTH OIOCPEJI0BATh
aJire3avi0 TpoMGOIMTOB. BhIsiBJIeHa acconuanus Mex-
ny OHII rs216809 B rene VWF (von Willebrand factor)
Y TOJIIITUHOUW KapOTHHOU 6Ky [4,8,9].

TpoM6oTHYecKHMH GEHOTHIT acCOLMUPOBAH MCKJIIO-
YUTEJbHO C TeHaMH, KOHTPOJIUPYIOLUMMHU KOATYJISIINIO
YU reMocTas, 0CO0eHHO CUJIbHO ¢ reHamMu F5 u P2RY12.
[14,15]. TecTupoBaHue aAAUTUBHONU MO/IEJTH U3 Psijia pac-
POCTPaHEHHBIX MPOTPOMOOTUYECKUX TOJTUMOPPHU3MOB
(F2 20210GA, SERPIN1 4G/5G, FGB -455GA, FV Leiden,
F7 -402GA u -3ID, P2Y12 -744TC, Platelet Glycoprotein
la 873GA u Platelet Glycoprotein Illa 1565TC).

WHruburop aktTrBaTopa niasmMmuHoreHa (PAI)-1 un-
rubUpyeT yPOKHWHA3Y U TKAaHEBBIH aKTUBATOP IJIa3MHU-
HOTeHa, He06X0AUMbIE JIJIS OTBETA X03sIMHA Ha HH)EK-
nuio. HeusBecTHo, cBAI3aHbl 1M U3MeHeHUs B reHe PAI-1
C TIOBBIIIEHHOW BOCIIPUUMYMBOCTbIO K MHeKuu. Posb
nosumopduama 4G/5G u Apyrux reHeTUYECKUX BapH-
aHTOB B reHe PAI-1, 4To BapuaHThI, CBSI3aHHBIE C TOBBI-
meHHOU skcnpeccuei PAI-1, GyayT cBsi3aHbl C y4alle-
HUEeM CJ1y4aeB BHEGOJIbHUYHOW MTHEBMOHUH [1,2,7].

3ak/ilo4yeHue

KoMmniekcHOe B3aMMOZIEMCTBHE MEXAY TeHeTHde-
CKMMH M 3KOJIOTUYECKHMH (paKTOpaMu B NaToreHe3e
CJIOKHBIX 3a00JIeBaHUH C JJOKa3aHHbIM F'€HETUYECKUM
KOMIIOHEHTOM, TaKUM KaK OGpOHXOJIeroyHasi MaToJIo-
rus, nHeBMOHUSA U BOC, B KOTOpBIX BJIHUSIHUE OT/EJb-
HBbIX T€HOB Ha PHUCK cjaboe, 00'bACHSIET, ToYyeMy QyHK-
[[MOHAJIbHBIHA NOJTUMOPPU3M MOXKET BJUSATH HE TOJBKO
Ha MPOMEXYTOUYHBIM (aKTUBALUI TPOMGOIMTOB), HO
Y Ha KJIMHUYEeCKUH QeHOTHN (HampHMep, ajJibBEOJIUT).
JTo HabGJ/IO/leHHEe COIJIacyeTcsl C KOHIENLMEH, YTo B
MHOTO}AKTOPHBIX 3a60JIeBAHUAX TeHeTHYeCKHe II0-
auMopdU3MBbI yalle BJIUSIOT Ha PUCK 3a00JIeBaHMUS,
omnpezessiss WHAWUBUAYAJbHYI0 YYBCTBUTEJbHOCTb K
3KOJIOTUYECKUM (aKTOpaM pHCKa, HEXeJNW SBJISIOT-
cs TNPUYMHOM CaMOro MaTOJIOTMYECKOro Mporecca
[17,18,20]. MHOTHE aBTOPBI MOJIArAKT, YTO T€HOTHUIIU-
poBaHME MO OTAEJbHbIM HoJUMOpdHU3IMaM Gecrosies-
HO J1J151 KJIMHUY€eCKOW OLleHKH MHIUBU/IyaIbHOT'O PUCKA
OGPOHXO0JIErOYHOW MATOJIOTHH U ee OCT0XKHEHWH, U YTO
Heo0X0/JMMO TPOBOUTh TeHOTHUIIMPOBAaHKE MAllMEHTOB
10 aHeJIM MapKepoB reMocTasa u koaryasanuu [3,4,15-
17,19]. B yacTHOCTH, couyeTaHHE MPOTPOMOOTHYECKUX
noIMMOPPU3MOB MOKET NMOMOYb MPOrHO3UPOBATH HC-
X0/, BHEOOJIbHUYHOW THEBMOHUU ¥ JleTel [4,6,8].

Co CIMCKOM JTUTEPATYPhl MOKHO 03HAKOMUThCS
B peAaKI U

FTEEHETUYECKUE OCOBEHHOCTU CUCTEMDI
FTEMOCTA3A Y IETEA C NTHEBMOHWEWN
Bobomypatos T. A., Paitanes H. H.

OnucaHbl ocobeHHOcmMU me4eHusi NHeGMOHUU y Oe-
meli, U3MeHeHUs1 8 cucmeme 2emocmasd, 0CobeHHocmu
2eHemuy4ecko20 noaAumMopg@usma npu pasAuvHsIX 80cna-
AumenbHbuIX 3a601e8anusix. Ocmpbulii 60chaaumenbHbul
npoyecc 8 /fe2Kux npugoodum K HapyweHur ux mMemaoo-
JAuveckoll yHKYuu, Hapywaem 6a/1aHC cucmeMmbsl 2eMo-
cmasa sezkux. Pesyrbmamoel s1ab6opamopHo-uHcmpy-
MeHma/nabHo2o o6caedosaHusl y demeil ¢ nHeeMoHuUel
yKaswleaom Ha cyujecmeeHHble U3MEeHeHUs 8 cucmeme
2emocmasa.

Knawuesvle ci0ea: demu, nHegMoHusl, 2emMocmas, ze-
Hemu4eckull N0AUMopPu3M.
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