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BBE/IEHHUE

AKTYaJIbHOCTb MPO00JIEMBbI

I'emopparuueckuit cunapom (I'C) y gereil — omHa M3 aKkTyalbHBIX MHpoOIIEM
NeUaTPUn, KOTOpass acCCOLUUUPYETCS C TSKEIbIMU OCJIOXKHEHUSMH U CEPbE3HBIMU
HapyIIeHUSMHA 370pOBbsi pebcHka [48]. B cBs3M ¢ 3TUM u3ydYeHHE KIMHUYCCKUX
MPOSIBJICHU JAHHOTO CHHJApPOMAa y MAIlMEHTOB, NPOKUBAKIIKMX Ha Teppuropun PO,
ABJIIETCSI BAXKHBIM BOIIPOCOM JUI MEAWATPOB, TI'E€MATOJIOTOB, TaCTPOIHTEPOJIOTOB,
NyJIbMOHOJIOTOB U TeHeTukoB [123]. T'eMopparuyeckuii CHHIPOM  SIBISIETCS
PacIpoOCTPaHEHHOM M Y4aCTO HECBOEBPEMEHHO JUArHOCTUPYEMOW HMIIM CONMYTCTBYIOLIEH
NaTOJIOTHEN y pa3HOro poja MalMeHTOB. Pa3BUTHME TeMOpparnyeckoro CHUHAPOMA Yy
JIeTeld pa3HbIX BO3PACTOB ACCOLUHUPYETCS C TSKEIBIMU OCJIOKHEHUSIMU, CEPbE3HBIMU
HapYIIEHUSIMUA 37I0POBbS U CHIDKCHHEM IOKa3aTesie BBDKUBAEMOCTHU, OCOOCHHO MpHU
COYETAaHHUM C Pa3IMYHON maToynorueut [63].

Ha xoHCynbpTaTUBHBIN NpUEM K MEAHATPY, F€MATOJIOTy HEPEAKO HAIpaBIISIOTCS
JIETU Y TIOAPOCTKU C YaCThIM TOSIBIEHUEM CUHSKOB, METEXHUI, HOCOBBIX KPOBOTECUEHUM
0e3 yOeauTeIbHOM CBSI3HM ¢ TpaBMaMH M 0€3 MPU3HAKOB Koaryinonatui [22].

I[lo pJaHHBIM HEKOTOPBIX aBTOPOB, JE€TH, CTpaJarollde BPOXKIECHHBIMU
TPOMOO(UIUSIMU, MOTYT B ONPEACIICHHBIC TIEPUOJbI IETCTBA CTPAJaTh MPOSBICHUSIMHU
MOBBIIEHHON KPOBOTOYMBOCTU. BEpOSATHOCTH COYETaHUA U YEPEAOBaHUS y MallMEHTa
AMU30J0B KPOBOTOYMBOCTH M TPOMOOTHMYECKUX HAPYIICHWH, CO3/1alOIIEe OCHOBY IS
TPOMOOTHYCCKUX HAPYIIICHUH BO BCE TOCIICAYIOIIHE Tepro bl xku3uu [107].

B HacTosimiee BpeMsi aKTyallbHbIM BOIPOCOM SIBIISIETCSI POJb T€HETHYECKHUX
(dbakTopoB B pa3BUTHH TPOMO030B. Bo MHOrux ciydasx Tpom000Opa3oBaHUs yHAaETcs
BBISIBUTH PA3JIMYHBIC MOIUMOP(HU3MBI T€HOB, KOAUPYIOMUX OENKH, YYaCTBYIOIIHE B
nporeccax cBEpThiBaHUS KpoBH [152]. CocTostHue, HpuU KOTOPOM OTMEYaeTCs
CKJIOHHOCTh K BO3HHUKHOBEHHIO TPOMOO30B, Ha3bIBaeTca «TpomOodumuein» [71].
3. C. bapkarad, OCHOBOMOJIO)KHHK POCCHUUCKOM TeMaToJIOTHH, Mpodeccop: «...IMOoJ

TpoMOOuINe MNPeaoKeHO TMOHMMAaTh BCE€  HACIEICTBEHHBbIE (TE€HETHYECKU
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OOyCIIOBJICHHbIE) U TMPUOOPETEHHbIE (BTOPUYHBIC, CHMIITOMATUYECKUE) HAPYIICHUS
reMocCTas3a, AJi1 KOTOPBIX CBOMCTBEHHA MPEAPACIIONOKEHHOCTh K PAHHEMY MOSBIECHUIO
U PEUUIUBUPOBAHUIO TPOMOO30B, TPOMOOIMOOIINHI, UILIEMUA U UHPAPKTOB OPTraHOBY.
[116]. IlpuMeHUTENBHO K BO3HUKHOBEHHUIO OCTPOrO HApPYIIEHUS MO3TOBOTO
kpoBooOpamenuss (OHMK), undapkroB, TpansutopHoi umemuueckoi araku (THUA)
reHeTHYeCKUue MOoIuMOpPu3Mbl TpoMOOduiIuu Xopolio u3ydeHsl. K cokaneHuto, He
COBCEM TIIOJIJHO OHHM M3Y4YEHbl M IPOAHAJIM3UPOBAHBI Yy JE€TEM C KIMHUKOU

réMopparndcCKoro CuHJapoma.

Crenenb pa3padlOTaHHOCTH TEMbI

B coBpeMeHHOIl nuTepaType HMMEIOTCA AaHHbIE O TOM, YTO MATOJOTHYecKas
CKJIOHHOCTb JKHMBBIX CYHIECTB K IIOBBIIIEHHOMY TpoMO0OOOpa3oBaHUIO W/WIH
BHYTPHCOCYAMCTOMY CBEPTHIBAHHIO KPOBU Ha3bIiBaeTcs TpoMOodumueit [33; 37; 59; 66;
83]. PsgoM aBTOpPOB YCTAaHOBIIEHO, UTO Y JIFOJEH CO CKJIOHHOCTBIO K apTEPUAIBHBIM U
BEHO3HBIM TpoMOO3aM MPUCYTCTBYIOT pa3HOOOpa3Hble BapUaHThl TI'E€HETHUECKUX
NoJIMMOP(GU3MOB, PETYJIUPYIOIIMX TreMocta3 U (onatHelid  metabomusm [77].
HacnenctBennass tpomOodunus mnpeacTaBiasieT coOO0N HapyllleHHe CBEPTHIBAEMOCTH
KpPOBH, CBSI3aHHOE C MOBBIIIEHHOW MPEAPACHONIOKEHHOCThIO K Pa3BUTHIO TPOMOO30B
[88]. OgHako HaHHBIX O BIMSHUM TEHETHMYECKUX MOJIUMOPPU3MOB TPOMOOPUIMH U
OJTHOHYKJICOTUIHBIX 3aME€H T'e€HOB (DOJIATHOTO OOMEHa Ha Pa3BUTHE TPOMOOTHUECKHUX
COOBITHI Yy J€Teil C MPOSIBICHHUEM IeMOPpParu4ecKoro CMHApPOMAa Ha JTaHHBIA MOMEHT

npeaACTaBJICHO HEAOCTATOYHO.

easb ucciaenoBanus

Y CTaHOBUTH KIWHWUYECKHE W JIA0OpATOPHBIE OCOOCHHOCTH Te€MOPPArudecKoro
CHHIpOMA y JIeTe TIpU HOCHUTEJIICTBE TEHETHYECKUX MPOTPOMOOTHUYECKUX
NoJIMMOPGU3MOB M OMPEJEIUTh MX MPOTHOCTUYECKYIO 3HAYMMOCTh B pead3aIluu

COCYJIUCTBIX COOBITHM.
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3agaum HCCIACA0BAHNSA

l. BpiABUTH KIMHMYECKHE U JIAOOpATOPHBIE MPOSBICHUS TeMOPParudeckoro
CHUHJIPOMA Y JETEM.

2. W3yunth 4YacToTy BCTPEYAEMOCTHM TI'E€HETUYECKHX MHPOTPOMOOTHYECKUX
noJUMOP(U3MOB Yy J€TEH ¢ FeMOPParn4ecKUM CUHIPOMOM U YCTaHOBUTb OCOOEHHOCTHU
y JIMI] pa3HOTO IoJja.

3. OnpenenuTs pojib MPOTPOMOOTHUYECKUX MOJUMOP(HBIX BapUaHTOB I'€HOB B
pa3BUTUU TPOMOOTHYECKHX COOBITHUA y JeTell C MHKPOUUPKYISTOPHBIM THUIIOM
KPOBOTOYMBOCTH U pa3paboraTh crnoco0 MPOTHO3UPOBAHUSA PHUCKA COCYAMCTBIX
OCJIOKHEHHUM.

4. OLeHUTh KayecTBO >KM3HU JETEHl C reMOpparu4ecKuM CHUHIPOMOM Ha (poHe
HOCUTEJIbCTBA T'€HETHUYECKUX MPOTPOMOOTHUECKUX MOJIUMOP(PU3MOB U  YPOBHS

roMounucCTCHa B KPOBH.

HayuyHnast HOBU3HA

BriepBeie cpemu neTeil ¢ TPOSBICHUSMH KPOBOTOYHMBOCTH ITOKa3aHa pPOJIb
BIIMSHUS TPOMOOTCHHBIX OJHOHYKJICOTHIHBIX 3aMEH B TeHAaX CHCTEMBl T'€éMOCTa3a,
reHOB (POJIATHOTO METAab0IM3Ma Ha Pa3BUTHE TPOMOOTUUYECKHUX COOBITUH.

OOHapykeHo, 4TO BcTpedaeMocTh peakoro amiens A(-455) renma FGB,
muHopHoro amreias T(807) rena ITGA2 u munopHoro amnens 4G(-675) PAI-1 vame
pPETHCTPUPOBANACh Yy JETel C TMPOSIBJICHUEM KPOBOTOYMBOCTH TP CPABHEHUU C
rpynmnoi koHTpois (p<0,05).

3adukcupoBaHO, YTO KOMOWHAINS W3 7 TETEPO3UTOT B KOMITAYIHOM COCTOSHUU
3HaYMMO BBIIIE BBIABISUIACH B TPYIIE JETEH C MPOSIBICHHEM KPOBOTOYHMBOCTH
(p=0,024). V nereit ¢ NpOSBICHUEM TIeMOPPArMUeCKOTO CHHAPOMA B OOJIBIIMHCTBE
CJIy4acB BCTPEUACTCS COUYCTAHUE IMAaTOJOTHYCCKOTO TOMO3UTOTHOTO reHotuna PAI-1 ¢
TeTePO3UTOTHHIMA M HOPMAJIbHBIMA TOMO3UTOTHBIMH Toiumoppusmamu F7 um F13

daxTopos (p<0,05).
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Onpeneneno, uto ypoBeHb KauectBa xu3HU (KOK) pereét ¢ mnposBieHuem
TeMOPPAaruiIeckoro CHHIPOMa HUXKE, YeM Y 3JI0POBBIX IO IIKayie coruanbaoro (13,3),
IICUXOCOLUAILHOr0 370poBhbs (12,0) u sMormonansHoro ¢ynkinonupoanus (11,8),
(p<0,05).

[Ipuem npenapatoB ¢GoJIMEBOW KUCIOTHI y TPYMHIBI JAETEH C TeMOpPParuyecKum
CUHAPOMOM YMEHBIIIA€T BEIUYHHY TOMOIMCTEMHA B TUIa3ME€ KPOBU M CYIIECTBEHHO
NPUBOJNT K YBEJIMYCHUIO KPHUTEPHUEB KadecTBa KU3HM IO MIKaJaM COIMAILHOTO
dbyukiuonupoBanusa (93,9 6amra mpotuB 75,5 Oamna, p=0,027), ncuxocoIyagbHOTO
3mopoBbs (81,6 Gamnma mpotuB 68,4 Gamma, p=0,025) u obmero 6amia (80,5 Gamna
npotuB 68,1 6amna, p=0,023).

TeopeTuquKaﬂ U NMPpaKTHICCKasA SHAYUMOCTD

Pe3ynbraThl, MOJydyeHHbIE B XOJI€ KCCIIECOBAHUS, IOMOJHSAIOT COBPEMEHHbBIC
TEOPETHUYECKHE JaHHBIE O PACTIPOCTPAHCHHOCTH TCHETUUYECKHX TOJUMOP(PU3MOB M HUX
BIUSIHAE Ha pealu3alyi0 TPOMOOTHYECKUX COOBITUH y JeTed ¢ KIMHHUYECKUM
MIPOSIBJICHHEM TE€MOPParmueckoro CHHApOMAa. PaciimMpeHbl TEOpeTHYECKUE 3HAHUS O
KOMOHMHAIUAX TOJUMOPGHBIX TEHOB TPOMOOQWINHM Cpeau ACTCKOTO HaceIeHHUS.
VYcraHoBiIEHO, YTO Yy JETed ¢ HaJu4hMeM KPOBOTOYMBOCTH BO3MOXKHA peaM3aIus
TpoMOO30B TPH HOCHUTEIBCTBE TEH-TEHHBIX aCCOIMAIMi TOJIUMOP(PU3MOB T'E€HOB
TpomOounuu, reHOB (EpMEHTOB (POJATHOTO IHKIA, a TaKKe MYJIbTU(PAKTOPHOU
MATOJIOTMM  KOTOpasi BKJIIOYACT: COIYTCTBYIONIME COMAaTHYEeCKHEe 3a0oieBaHUS,
HapylmieHue COCYIUCTO-TPOMOOIIMTAPHOTO TeMOCTa3a, TMPOSBICHUWE AWCIUIa3UU
COEIMHUTEIBHON TKAHMU.

PazpabotanHass mporHocTuyeckas IKajga CIOCOOCTBYeT OOBEKTUBHOW OIICHKE
CTENICHU pHUCKA COCYJIUCTHIX OCIIOXHEHHM Yy JeTed, YTO JlaeT BO3MOKHOCTH
CBOCBPEMEHHO YCTAaHOBUTH JIMATHO3, BBIOPATh ONTUMAIBHYIO TAaKTHKY BEICHHUS
NMAllMCHTOB W CHU3WTHh HEXENaTelbHbIE TMOCIeACTBUA. [IpemiokeHHbId  Ccroco0
MPOTHO3UPOBAHMS, pa3pabOTaHHBII HAa OCHOBAHWM BBISIBJICHHBIX KIWHUYECKUX,

na6opaTopH51X N TCHCTUYCCKHUX IPCAUKTOPOB, IIO3BOJIACT C BBICOKOM CTEIICHBIO
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BEPOSITHOCTH MMPOTHO3UPOBATH PA3BUTHE COCYIUCTHIX OCIOXKHEHUH.

[TommydeHnHble pe3ynbTaThl MPU OLIEHKE MPETUKTOPOB TPOMOOTEHHOTO PHUCKA U
pazpaboTaHHasi NPOrHOCTHYECKAs UIKala MPEJOCTaBISAIOT  BO3MOXHOCTb  JUIS
CBOEBPEMEHHON MNPOQUIAKTUKH COCYJUCTBIX COOBITUH. ANpOOMPOBaHHBIA METOJ
HEOOXOJMMO HCIOJb30BaTh B padboTe mpu (OPMUPOBAHUU NPOPHIAKTHUECKUX U
Je4yeOHBIX MPOrpaMM B MEIUATPUU C LEJIbI IOBBIIICHUS OKa3aHUS MEIWLUHCKON

ITOMOIIH.

MeTo0J10THs1 M1 METOABI UCCJIeIOBAHUS

3a OCHOBY METOJOJIOTUYECKOW 0a3bl NIl MPOBEACHHOIO HCCIIEJOBaHMS ObLIN
B3SThl HAy4yHbIE TPYJbl 3apyO€kKHBIX M OTEUECTBEHHBIX CHEIUAIMCTOB (IIE€IUATPOB,
reéMaToJIOrOB, T€HETUKOB U HEBPOJOroB) B 00JACTH H3Y4YEHMs] CHCTEMbI IeMoCTasa,
JUArHOCTUKU TPOMOO(PMINYECKUX COCTOSHHIA U T€HETUYECKON MpPepacioyioKeHHOCTH
K TpoMOoQuuuu. [l BBINOTHEHUS MOCTABIEHHBIX 3a7ady ObUIM C(HOPMHUPOBAHBI
IPYIIbl MAIMEHTOB C HAJIIMYMEM M OTCYTCTBUEM TI€MOPPArnueckoro CHHApPOMA s
UCCJIEIOBAHMUSI  PACHPOCTPAHEHHOCTH  OJHOHYKJIEOTHJIHBIX 3aME€H B  TeHax,
PETYIUPYIONIUX TeMOCTa3 U (PoJIaTHBIN 0OMEH.

OnpeneneHve OAHOHYKJIEOTHAHBIX 3aMEH MPOBOAWIOCH B  JabopaTopuu
MOJICKYJISIPHOM T€HETUKU. B OCHOBE McCCien0BaHNs TPUMEHSIICA METO MOJIMMEPa3HON
nennoit peakuuu (IIIP) B pexume peanpHoro Bpemenu (Real-Time PCR) c
UCIIOJIb30BAaHUEM  KOHKypupyroommx  TagMan  30HIOB, KOMILIEMEHTapHBIX
nosmmMopdHoit  nocnenoatenbHocTu JIHK. Omnpenenenue ypoBHS TromoIpcTenHa
MPOBOJUIIOCH HA UMMYHOXMMHUYECKOM aHanu3artope Alinity 1 (Abbott, CIIIA) meTomom
XEMUJIIOMUHECIIEHTHOIO MMMYHOaHan3a Ha Mukpoudactunax (XMAM).

CdopMupoBaHbl W 3apEeTUCTPUPOBAHBI DJIEKTPOHHBIC 0a3bl JaHHBIX, JUYHO
NpPOU3BEJEHA CTaTHCTUYeCKas 0o0paboTka Marepuana ¢ MCHOJb30BaHUEM METOI0B
OMKCATENIbHOTO W AHAJIMTUYECKOTO aHalu3a M JAaHO pPa3bICHEHHE MOJyYEHHBIX

pEe3yIbTaTOB.
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HO.]'IO)KCHI/IH, BbIHOCHMMbIC HA 3AIIIUTY

1. V nereéi ¢ TpOsBIEHUEM TEMOPPArMuecKoro CHHApOMa Hamboliee YacTo
BCTpEYArOTC MUHOPHBINA ayutenb A rena (-455) FGB, munophsiii amutens T rena 807
ITGA2, munopusiii amiens 4G rena (-675) PAI-1 (p<0,05). YcraHoBieHa BBICOKas
yacToTa HOCUTENbCTBA Tomo3urotHoro renotuna 807 TT rena [ITGA2-
TPOMOOIIMTAPHOTO pELENnTOpa K KoJulareHy W romosurotHoro reHotuna 4G(-675)4G
rera PAI-1 y neTeit ¢ MUKpOIIMPKYISITOPHBIM TUIIOM KPOBOTOYHMBOCTH. BBIABIEHO, UTO
y MaJbYUKOB C HaJUYMEM KPOBOTOUYMBOCTH 3HAYMMO Yalle PETUCTPUPYIOTCS
muHopHbI amnens C rena 1565 GPllla, a y neBodek ¢ Oosblieil 4acTOTOM
OIPEICNIAIOTCS MUHOPHBIA ayutenab A reHa (-455) FGB G, muHopHBbIi auiens T reHa
807 ITGA2 (p<0,05).

2. OmpeneneHbl JTUAarHOCTHMYECKUE NPU3HAKM, pa3paboTaHa METOAMKA U
IPOrHOCTHYECKasl MIKaia Juis oTOopa JAeTed B TIpyINIy pHCKa IO BO3HUKHOBEHHIO
COCYIHMCTHIX OCIIOKHEHUH Y AIUEHTOB C TPOSBICHIUEM TeMOPPArudeckoro CHHAPOMA.

3. IlapameTpspl KauecTBa >KM3HM JI€T€ll C MPOSIBICHUEM TI'€MOPPAruuecKoro
CUHApPOMa HMKE, YE€M Yy 3J0pPOBBIX JIeTed Mo BceM MkainaM omnpocHuka (p<0,05). V¥
JIeTe C MPOSBICHUSMHU KPOBOTOYMBOCTU NMpUEM BUTaMHHA B9 ymMmeHblaeT BeIMUUHY
TOMOIIMCTENHA B IJIa3M€ KPOBU M CYLIECTBEHHO NMPUBOAUT K YBEIMYEHUIO KPUTEPUEB
KayecTBa JKM3HM MO MIKaJIaM COLMAIbHOTO (DYHKIIMOHMPOBAHHMS, MCUXOCOLUATIHLHOTO

3710pOBbs U o61ero 6asmia (p<0,05).

CooTBeTcTBHE JHCCEPTANMH NACITOPTY HAYYHOH CNEIHAJIBLHOCTH

Jluccepranys 10 NMOCTABJIICHHOM LENIW MU 3aaadaM, IOJYYEHHBIM pe3yJibTaTaM
COOTBETCTBYET NMacnopTy cnenuanbHocty 3.1.21. [leauaTpus, B 4aCTHOCTH, MMyHKTaM 3
u 5. Pe3ynbrarhl MpOBEIEHHOTO UCCIIEJOBAHUS COOTBETCTBYIOT 00JaCTH MCCIEIOBAHUS

JAHHOU CIICIMAJILHOCTH.
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CreneHb 10CTOBEPHOCTH M anpodanus padoThl

CreneHbp JOCTOBEPHOCTH PE3YJIbTATOB, MOJYYEHHBIX B XOJI€ BBIIIOJIHEHUS
paboThI, ONPEACIISIETCS. aHAIM30M NIEPBUYHON MEUIIMHCKON TOKYMEHTaluu. Bee aTamnsl
oOcrenoBaHus OOJIbHBIX U JMHAMUYECKOE HAOJI0IEHHE OTPaKeHbI B AIIEKTPOHHOMN 0a3e
naHHeIX. B pabore MCMONB30BaHBI  CTAaTUCTUYECKUE  METOJbI,  aJCKBATHbHIC
MOCTABJICHHBIM TeNd © 3amadaMm  uccienoBanus. ChopMyaupoBaHHBIE BBIBOJIBI
JIOTUYECKH BBITEKAIOT U3 aHAJIM3a MOJYYEHHBIX PE3YyJIbTaTOB.

OcHOBHBIC pe3yIbTaThl Pa0OTHI OBLTH MPEACTABICHBI HA!

o IV JanpHEBOCTOYHOM MEXKIYHAPOIHOM MenuunaCcKOM KOHTIpecce

(r. XabapoBck, 02-14 oxtsi6ps 2023 1.),

° XXII Poccuiickom koHrpecce «/HHOBAIMOHHBIE TEXHOJIOTMUA B TEAUATPUU H

JNETCKOM XHUPYprum» € MEXIyHapoAHbIM ydactuem (MockBa, 20-22 ceHTs0ps

2023 r.),

o Urorosoit kondepeniiuu HOMVYUC «Henens nayku ATMY» (bapuayin, 25 mas
2023 1.),

° XII MexnyHapOJJHOM HMHTEIUIEKTYAIbHOM KOHKYPCE CTYAEHTOB, MaruCTpPaHTOB,

acUpaHToB, AoKkTopaHTOB «Discovery Science: University — 2023» (Mockga, 20
ampens 2023 r.),

° XVII Bceepoccutickom ¢dopyme «3mopoBbe nereir. CoBpeMeHHash CTpaTerus
npouIakTUKKM U Tepanuu BeAymux 3aboneBanuit» (Cankrt-IlerepOypr, 21-22
ampens 2023 r.),

o Bcepoccuiickom konrpecce «Hacmeame mpodeccopa H. II. IlaGanosa:
KOHCTaHTHI U miepeMeHHbie neauatpun» (Cankt-IletepOypr, 21-22 anpens 2023

r.),

° MexayHapoqHOM HaydYHOW KOH(EPEHIMH MOJIOABIX YUEHbIX «JIOMOHOCOB —
2023» (Mocksa, 10-21 anpens 2023 r.),
o Peruonanvuoii kondepennuu «Henens nayku AITMYVY» (bapuayn, 15 ¢epans

2023 1.),

. Bcepoccuiickoli HaydyHO-TIPAKTHYECKON KOH(PEPEHIIMH CTYIEHTOB M MOJIOJIBIX
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yueHbIX «Ctynenukunckue uyrenus — 2022» (Mocksa, 2 aexabps, 2022 r.),
o PernonanpHOl Hay4dHO-TIpakTHUecKOM KoH(epeHimu «Momoaexs — bapHaymy»

(bapuaymn, 7 Hosi6ps, 2022 1.).

HyﬁJII/IKaIlI/II/I Mo TeMe Juccepranumn

[To Teme mmccepranuu omyOIMKOBaHO 13 HaydHBIX padOT, U3 HUX 6 HAYYHBIX
cTaTel B U3JIaHUSIX, PEKOMEHIOBaHHBIX Briciiel arrectannonHoi komuccuei (BAK)
MuHnucTepcTBa Hayku M BhIciIero odpasoBanus Poccuiickoit ®enepanun. [lomydeHsl
CBUJICTEIILCTBA O perucrpaiuu 06a3 gaHHbIX «CKPUHUHIOBOE MCCJEAOBaHUE
MOJPOCTKOB AJITaliCKOTO Kpas Ha BBISIBJICHHE IMPU3HAKOB HeaudPpepeHImpoBaHHON
JUCIUIA3MH  COSAUMHHUTENbHOM  TKaHm»  (Ne2023620379 ot  26.01.2023 T1.),
«CKpUHHMHIOBOE MCCJIEIOBAHUE MAJIBUYMKOB-TIOAPOCTKOB AJTAaUCKOTO Kpas Ha
BBISIBJICHWE MpU3HAKOB  TpoMOodmmum»  (Ne2023621527 ot 16.05.2023 r.),
«OmnpezeneHnue ypoBHsS KayecTBa JKU3HU y JIETEH, MPOXUBAIOUIUX HA TEPPUTOPUU

Aurraiickoro kpas» (Ne2023623617 ot 24.10.2023 r.).

JIMYHBIN BKJIAJ COMCKATEJA B pa3padoTKy TeMbl

ABTOp WHIWBUAYaJbHO TPOBOJWI OTOOp JAeTed B U3ydaeMble TPYIIIHI,
OCYILECTBIISUT 00pabOTKy MaTepuaia MepBUYHON MEAUIIMHCKON TOKyMeHTauu. JleTsam
UCCIIETyeMOM TpYyMIbl IPOBEJACHBI aMOYJIaTOpHbIE KOHCYJIbTAIlMM Ha MpUEME y Bpada-
neauatpa u rematojora. [lpouwsBeneH aHanu3 71a00paTOPHBIX, TEHETUYECKUX U
UHCTPYMEHTAJIBHBIX METOJ0B oOcneaoBaHus. Jlas mpoBeAeHHUS MOJIEKYISIPHO-
TCHETUYECKOTO aHallM3a JMUCCEPTaHTOM OBbUT HaJaXkeH IMpolecc 3a0opa W JOCTaBKH
onomarepuana B jgadbopatoputo. Kpome toro, Obutn ohopmIiIeHbl U 3apETUCTPUPOBAHBI
AIIEKTPOHHBIE 0a3bl JaHHBIX. [IpyM MOMOIIM ONMUCATENBbHBIX U AaHATUTUYECKUX METOJIOB

IMPOU3BCACHLI CTATUCTUYICCKUEC PACUYCTEI U JaHbI UX OOBSICHCHMUS.
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BHeapenne pe3yabTaToB HCCAE10BAHUS

PesynpTaThl  aUCCEpTAlIMOHHOW  paOOThI  BHEAPEHBI B IMPAKTHYECKYIO
nesrtenpHocTh K/ ®I'BOY BO AI'MY Munsnpasa Poccuu. IlonydeHHble gaHHbBIE
BKJIFOUEHBI B YU€OHBIN IpoIiecC crienrainTeTa 1o crnenuaibaoctu 31.05.02 Ieguatpus

OI'bOY BO AT'MY Munsapasa Poccun.

O0BEéM U CTPYKTYpa AUCCEPTALMHA

JluccepTallMOHHOE HCCJIEIOBAaHUE TMPEACTaBIsAeT COOOW pPYKONUCh, KOTOpas
U3JI0KeHa Ha 172 cTpaHHIax KOMIBIOTEPHOTO TEKCTa, MILTIOCTpUpoBaHa 51 Tabmurei,
6 pucynkamu. COCTOMT U3 BBEJEHUs, 0030pa JUTEPATYpPbl, ONHCAHUS MATEPUAIOB U
METOJIOB HCCJIEAOBaHUS, TpeX IJIaB COOCTBEHHBIX HCCIIECAOBAHUN, 3aKIIOUYCHMUS,
BBIBOJIOB, MPAKTHYECKUX PEKOMEHIAIMK, CIHCKA JIMTEPATypbl B KOJWYECTBE 225,

BKJIIOYArONIEro 157 oTedecTBEHHBIX U 68 3apyOeKHBIX HCTOYHUKOB.
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I''TABA 1 OB30P JIMTEPATYPBI

1.1 IIpeacraBiaeHue 0 TPoMOOPUINIECKHUX COCTOSIHUSAX U (PAKTOPAX PUCKA

TPOMO00Opa3oBaHNs

HedekTsl CcBepThIBAaHUS KPOBHU, IEpelalolIUecss IO HACIEACTBY, HW3BECTHBI
COBPEMEHHOW MEAMUIIMHE YXE€ TOCTAaTOYHO MHOTO BpeMeHHU. Pa3BuTHE IUTENBHBIX,
OIMMACHBIX JJIS KM3HU KPOBOTEYEHHUH — ATO pe3yJbTaT UX aKTHBHOTO B3aUMOJICHCTBUSI.
OTteuecTBeHHBIE U 3apyO€KHBIC YUEHBIE CTalld aKTUBHO OOpalllaTh CBO€ BHUMAHHUE Ha
pa3lInuHble OTKJIIOHEHHMS B CHUCTEME TeMocTa3a JIMIb JIBa MOCIEAHUX ICCATUIICTHUS.
[laTomoruss B cuUCTeME€ TeMOCTa3a HEPEIKO JaeT pa3judHble TPOMOOTHYECKUE
OCIIOXXHEHHMs. B mpouecce wucciieqoBaHuss 3TOM MPOOJEMbl y4YEHbIE OOHAPYXUIH
3HAUYUTEIBHOE YBEJIMYECHUE NPWKU3HEHHOTO 3aKPBITHS COCYJOB apTEpPUAIbHOIO U
BEHO3HOT'O pyciia KpoBsiHbIMHU crycTkamu [106; 165; 199].

B3aumoneiicTBUe BHEIIHMX W BHYTPEHHUX HACJIEICTBEHHO OOYCIOBICHHBIX
(bakTOpoB pHCKa CIIOCOOCTBYIOT BOZHUKHOBEHUIO TPOMOO30B, KOTOPHIE MOKHO OTHECTH
K MyJbTU(akTopHOM natosoruu [9; 86; 143; 144; 159].

Jlmpupytomee MecTo B CIUCKE 3a00J€Ba€MOCTH  3aHUMAOT  TPOMOO3-
acCOLIMMPOBaHHBIE cocTOsIHUA [36; 71].

Tsxenble coCyAaucThle KaTacTpo(bl YBEIMYMBAIOT YHUCIEHHOCTb CMEPTHOCTHU
Cpeau BCEro HaceleHuss B Mupe. PaHee CylmecTBoBajlo TakO€ MHEHHE, YTO
TPOMOOTHYECKUM aTakaM ObUIM MOABEP>KEHBI TOJIBKO JIOJIA CTAPUYECKOTO U MOKUIIOTO
Bo3pacta. B mocnenHee Bpemsi Bce OOJblle MOSBISETCS HHPOPMALMU O TOM, YTO
TpOMOO3bI SBIAIOTCS aKTyaJIbHOM MPOOJIEMON Cpear JIUIl MOJIOJIOTO Bo3pacta [22; 79;
118; 161; 162; 174].

B nmerckoM u moapOCTKOBOM BO3pacTe TPOMOO3BI TOCTATOYHO peaKoe siBjeHue [1;
41; 191; 197]. B nacrosiuee BpeMs MPOCIEKUBACTCA TEHACHUHUS K UX YBEIUYEHUIO
Cpead MOJOJOM YacTH HaceleHus 3eMHOro Mmapa. CTaTUCTHUYEeCKHUE JaHHBIE I10
BEHO3HBIM TpPOMOO3aM Cpeau JAEeTCKOoro Hacenenus coctaBisioT 0,7-1,9 cimydaeB Ha

100000 genoBek, a y HOBOPOXKJIEHHBIX JaHHBIE COCTOSHMS KOJIeOJIt0TCS OKoJio 5,1 Ha
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100 Thic. Ilpu 3TOM BTOpOI MUK 3a00JI€BAEMOCTH MPUXOAUTCS HA MEPUOJ IOJIOBOTO
co3peBanus. Kpome TOro, mo CpaBHEHHIO C JaHHBIMH, TMOJYyYEHHBIMH B JIEBSTHOCTHIX
rojiax, HejaBHo onyOnukoBanHble mMaTepuanbl B CIIIA Raffini, Setty u ap. mokazamu
pe3Koe yBelInueHne 3a00JIeBaeMOCTH BEHO3HBIMH TPOMOO3aMH y JIETEH B CTAIlOHAPE
(188 na 100 ThIC. BRIMUCAHHBIX) [54; 62; 91].

Benosnsie TpoMOO3bl y jJAeTed — TsbKeloe 3a0oJieBaHME, OT/aJCHHBIC
MOCJIEJICTBHSI KOTOPOTO TIOKA3BIBAIOT OTCYTCTBUE paccachkiBaHus TpoMOa B 50% cirydaeB
W Jal0T pa3BUTHE MNOCTTPOMOOTHYECKOIO CHHIpOMa Oojiee 4YeM Yy OJHOU TpeTH
namueHnToB [58; 130; 134; 161; 162; 163].

Beno3Hnas TpoM003MO0Ms y JeTel SABISETCA CEPhE3HON MPOOIEMOIl C BBICOKOM
CMEPTHOCTBIO U MOXET BBI3BIBATH OCTPHIE M XPOHUYECKUE OCTOKHEHHUS, TaKue Kak:
TpoMOO03 JIETOYHOTO CTBOJA, IEPeOPOBACKYIIAPHBIE COOBITHS W MOCTTPOMOOTHYCCKHUI
cuHzpoM [65; 84; 153; 168].

Jlo HacToAIIero BPpEeMEHH PE3yJbTAaThl €IWHUYHBIX HUCCIEIOBAHUMN MOKa3bIBAIN
PUCK BO3HHKHOBEHHUS PEIHINBA BEHO3HBIX TPOMOOSIMOOJIMNA, CBS3aHHBIX C TaKUMHU
NaTOTeHHbIMU (haKTOpaMHu, KaK HacleJICTBEHHas TpomOoduius uinu 6e3 Hee. IDTU
JAHHBIC TPOTHBOPEYMBHI WM HEYOSIWTEIbHBI, B OCHOBHOM, H3-3a HEAOCTAaTOYHOU
cratTucTudeckoi momrHoctH [190].

Benosnasi TpoM00>MO0JMsT BO3HUKAET NPU aKTUBAIIMKM OJIHOTO MJIM HECKOJIBKUX
KOMIIOHEHTOB  Tpuaabl BupxoBa: wu3MeHEHHUs] KpPOBOTOKa (peoJiorusi, CTas),
MOBPEXKIEHUE SHIOTENMS WU TUNEepKoaryisius kposu [117; 147].

OnHolt 13 HaMboJiee YacThIX MPUYUH BO3HUKHOBEHUSI MHBAIUIHOCTU U JIETCKOM
CMEPTHOCTH B Pa3BUBAIONIMXCS W PA3BUTHIX CTpaHAX MHpaA SBISIOTCS BEHO3HBIC
TpoMOOIMOONMHU. Takue CTaTUCTHYECKUE JaHHBbIC MPUBOIUT BcemupHas opraHu3amus
3npaBooxpaHeHuss. Cpeau JEeTCKOTO HAaceNIeHUs 3Ta IMpo0iieMa Tak U OCTaeTCs JI0 KOHIA
HEU3YyUYCHHOM, TaK KaK OHA paHEE CUUTaJIach MATOJIOTMEN B3pocioro HaceneHus [141;
169; 185].

PHck MOBTOPHBIX 3MHM3070B TPOMOO30B CPEIH JIETCKOTO HACEICHHS OCTAaeTCs B
cpeaneM B 11,4% ciyuaes [68].

3a mocleIHue NEeCSITHICTHS] KOJUYECTBO JeTel C BEHO3HBIMHU TpPOMOO3aMU TOM
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WUTH WHOW JIOKAJIM3AIMK 3HAYUTEIIBHO YBEITUIHIOCH [85; 127].

B pasButHm cocymucThIX KaTtacTpod, HE CUHMTass OCHOBHBIX MPUYUH, KOTOPHIC
MOTYT TPUBOJUTH K TPO3HBIM COCYAMCTBIM COOBITHSIM, Ba)XHOE€ MECTO 3aHUMAaeT
«(poHOBOE» HEOIATOMIOTYYHOE COCTOsTHUE, Kak Tpombodmmus [15; 71; 90].

TpoMOodunreil Ha3pIBaIOT MATOJOTMYECKYIO0 CKJIOHHOCTb HUBBIX CYIIECTB K
MOBBIIIEHHOMY TpoM000Opa3oBaHuio. V3MeHeHHEe MPOIECCOB PETYIALMH B CIOKHOM
KacKaJZle pEaKIuid CHUCTeMBl TeMOCTa3a WM HapylieHne (QYHKIMOHUPOBAHUS €T0
OTJICJIbHBIX 3BEHbEB MOBBINIAET CKIOHHOCTh K MOSBICHUIO TpOoMOOB. TpoMboduus, 1o
CBOEH CYTH, SIBJISIETCS MATOJOTHUYECKUM MPOLIECCOM, HO HE sIBIsieTcs 00Je3Hb10. [lanHoe
COCTOSIHHE  BBI3BIBACTCS  B3aUMOJICCTBHEM  BPOXKICHHBIX H  IPHOOPETCHHBIX
MPEAUKTOPOB PHUCKAa 00pa3oBaHHs TPOMOO30B C BO3MOXKHBIM OCJIOKHEHHEM B BUJIC
TpomM0030B cocynoB [33; 37; 59; 66; 83].

TpoMOoduIHs HOCUT JUTUTENbHBIN, OECCUMIITOMHBIN XapaKTep WIN MPOSBISETCS
pa3BuTHEM TPOMOO030B coCynoB. CKIOHHOCTh K TPOMOOOOPa30BaHUIO MOKET HOCUTH
TEHETUYECKUN XapaKTep W HMMEET BTOPOE Ha3BaHUE «COCTOSTHUE TPOMOOTHYECKOU
TOTOBHOCTHY». TpoMOOQumins MMeeT KOMIUIEKCHBIN IMMaToreHe3, NIt BO3HUKHOBEHUS
TpomM003a HEOOXOAMMO OJHOMOMEHTHOE BO3/IEHCTBUE HA OpTraHU3M HaCJIEACTBEHHBIX U
npuoOpeTeHHBIX (AKTOPOB pUCKA pa3BUTHS TpomMO030B. HekoTopsie maronoruueckue
COCTOSIHUS: TPABMbI, HH(EKITMOHHBIE TTPOLIECCHI, XUPYPTUUECKUE OTIEPAIIMHA MOTYT OBIThH
MyCKOBBIM MEXAHU3MOM BO3HHUKHOBEHHS TPOMOO30B M peanu3aliueil HaclaeCTBEHHO
obOycnoBiaeHHON TpoMmbodummu [46; 56; 68; 71; 80].

Psimom aBTOpPOB YCTaHOBJIEHO, YTO Yy JIFOJIEH CO CKJIOHHOCTBIO K apTepUAIbHBIM U
BEHO3HBIM TPOMOO03aM MPUCYTCTBYIOT pa3HOOOpa3HbIE BAPUAHTHI MOJUMOP(PHBIX T€HOB
[77]. JlaHHbBIE Te€HBI KOIUPYIOT OEIKH, KOTOPBHIE MPUHUMAIOT YyYaCTHE B Pa3THYHBIX
MEXaHM3Max CBEPThIBAHMUS KPOBHU MOJ BO3JACHCTBHEM (PAKTOPOB, NECUCTBYIOIIUX U3
BHEITHEW cpenbl. B HacTosiee BpeMs B BOZHUKHOBEHUU TPOMOO30B y JIUI[ JIETCKOTO
BO3pacTa J0Ka3aHa POJib HU3KOTO YPOBHSI €CTECTBCHHBIX AHTHKOATYJISTHTOB, HAJINYUE
aHTU(POCHOIUIUAHBIX AHTHUTEN, TIOBBIIICHUS YpPOBHS TOMOIIMCTEHHA, JaucOaIaHc
pPasTUYHBIX (PPAKIUN JIUTIOMIPOTEUIOB C TEHICHIIMEN K UX MOBBIIICHUIO, HOCUTEIHCTBO

npoTpoMOoTHYecKUX mosumMopduzmoB Tpombodunuu [137; 166]. HacnenctBeHHas
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TpoMOOduIUs MpeACcTaBiIsieT coO0N HapyIIeHWe CBEPTHIBAEMOCTH KPOBH, CBSI3aHHOE C
MOBBIIIIEHHON MPEApPacloNoKEHHOCThIO K pa3BUTHIO TpomOo30B [88]. Ilpu Hamuuuum
YEeTKOTO CEMEMHOro aHaMHe3a Mo TpoMOopwivu (paHHUA MHCYIBT M HH(APKT
MuoKapaa <45 net, anu301b6l TpoMOodaeduTa win JIeroyHo 3MO0IMH TOCTE POJIOB)
CIIElyeT PAcCMOTPETh BO3MOXHOCTh MPOBEACHHUS HCCIEJOBAaHUS Ha MPEAMET
BBISIBJICHUS €€ MapKEPOB JIJIs IMarHOCTUKHM HACJIEACTBEHHBIX 3a00seBanumii [20; 87].

[Tocne nosiBiieHHS] TCHETUYECKUX METOJIOB UCCIICIOBAHUS M3YUEHHE MaTOreHe3a u
ATUOJIOTUM OOJBIIMHCTBA COCTOSIHUM, B TOM 4Hcle U TpomOoduiumii, cramo Oolee
KOMIJIEKCHBIM U TiIyOokuM [89]. MakcumanbHOE 3HAYCHHWE HAdald MPHUIaBaTh
mporieccaM TMepeayud, XpaHEHUs M pean3alud HacjeACTBeHHOW wuHpopmanuu. B
HaIlleM CJIy4ae W3BECTHO, HACIEACTBEHHO OOYCIIOBIEHHAss TpoMOOduUus SBISETCS
pEe3yJAbTaTOM AJIJIEIBHBIX T€HOB, KOTOPBIC KOAUPYIOT 3BEHbSI CUCTEMbl IéMOCTa3a B
yesioBeueckoM opranusme [13; 72]. OcHOBHBIMH (YHKIMSIMU THUX 3BEHBEB SBIISICTCS:
bubpuHOIM3, Koarymsauus | aHTUKoaryssius. Haubonee pacmpocTpaHEHHBIMU
NPUYUHHBIMU (DaKTOpaMu TPOMOODUINM SIBISIOTCS HHU3KHA ypoBeHb mnpotenHa C,
antutpoMOuHa |ll, mporenna S, a Takke BBbISBIEHHAs Tpynmoil ydeHsix B 1993 r.
MyTalus, KoTopas 3areM noiyuyuia Ha3zanue JlehneHockoi (Leiden, G1691A rena
FV) win ycTOMYMBOCTh YEI0BEYECKOTO OpraHu3Ma K nporenHy C B aKTUBUPOBAaHHOM
COCTOSIHUHU. B YEeJI0BEYECKOM OpraHusMme chopmupoBaIach rpymnma
nato(U3nOIOTUYECKUX KOMOHMHAIMK TeHOB, OOYCJIOBJIICHHAsE K TOBBIIICHHOM,
MAaTOJIOTMYECKOW CKIOHHOCTH 00pa3oBaHusi TpoM0030B: nosmmophuzm G20210A rena
nporpomMOuHa, noaumoppuszm C677T rena metunenruapodonarpenykrassl [10; 53; 70;
104].

B coBpemeHHOI MemuilMHE COBOKYIMHOCTH MOJUMOP(HBIX BAapHUAHTOB T'€HOB U
MaToOJOTUA B CHCTEME TeMOoCTa3za MpUOOpeTaeT OOJbIIOE MPAKTUYECKOE 3HAYEHUE B
CBS3M C BO3MOXKHBIM BBISBJICHHEM TIPOIIECCOB TPOMOOOOpa3oBaHHUs y OOJBHBIX C
HACJIEICTBEHHO 00YCIOBICHHBIMA U3MEHEHUSIMU CBEPThIBAHUS KpoBu [59; 77; 95].

Cny4an BO3HUKHOBEHHUSI TPOMOO30B y JMI[ JETCKOTO BO3pacTa dalle BCEro
MPOUCXOJIST 1O MIPUYMHE TEHETUYECKUA 00YCIOBICHHBIX COCTOSIHUN, TAKUX KaK MyTaIlus

daktopa V Leiden (FV Leiden). Jlannas myTtauus xapakTepu3yeTcsl pe3uCTEHTHOCThIO
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K aKTUBUPOBaHHOMY mpotenHy C, HOCHTEIbCTBOM nosmmopdusma nporpomouna (FII)
20210 G > A, BIMAIOIIETO Ha IMOBBIILIEHHE YPOBHS €r0 CaMoOro B CHIBOPOTKE KPOBHU U
HOCHUTEJILCTBO MOJIMMOpGHU3Ma reHa MeruieHterparuapodonarpenykrassl (MTHFR)
C677T, KOTOpBI CIIOCOOCTBYET MOBBIIEHHOMY cojepxkanuto 'Ll B miazme KpoBw.
OO0beM wuccienoBaHMsl JIPYrMX HOJUMOP(U3MOB CBEPTHIBAIOIIEH CHUCTEMBI KPOBH,
BBI3BIBAIONIMX BEHO3HBIE TPOMOO3bI y JETeH, A0 CHUX MOp OCTAeTCs HEIOCTATOYHO
u3ydeHHbIM. JlaHHBIE 00 UX HATUYMU U PACHPECICHUN CPEIU JIIOJeH, MPOKUBAIOIINX
Ha TEPPUTOPHUM HAIIEW CTpaHbl, OMYyOJMKOBAHBI JIMIIb B €IUHUYHBIX padortax [17; 32;
52].

Mytammuss B reHe V ¢akrtopa cBepThiBaHus KpoBu G1691A (Jlelinenckas)
BBICTYIIAET B POJIM OJHON M3 CAMBIX BaKHBIX TPOMOOTEHHBIX MyTalui. JIroau, KoTopsie
ABJIAIOTCS. HOCHUTENSIMA 3TOW MYTALMH, BXOAST B TPYIIY BBICOKOIO TPOMOOTE€HHOTO
pUCKa C pa3BUTUEM TaKUX TIPO3HBIX COCYJUCTBIX OCJIO)KHEHUH — 3TO HH(}ApKT
MHUOKapJia, UIIEMHUYECKUA HHCYJIBT, TPOoMOO3MOOIMM BeH M apTtepuil. [lo naHHBIM
Pa3JINYHBIX UCTOYHUKOB, CpEIN BCEro HaceneHus EBponsl y 4-6% oTMeuaeTcs Hanu4ue
rerepo3uroTHo, JleiineHoBckoit wmyrtamuun Vo (akropa CBEPTHIBAHUS CHCTEMBI
reMoCTasa, YTO yBEJIUYUBACT PUCK pa3BUTHE TPOMOO30B OT 3 10 7 pas, a y JojaeH ¢
pPEIKUM TOMO3UTOTHBIM (TIATOJOTMYECKUM) BApUAHTOM STOT JAHHOW MyTallMM 3TOT
puck yBenuuuBaetcs B 80 paz [11; 55; 59; 77; 100].

Myrtamus  ¢daktopa nporpomOoumHa — G20210A nporpomMOMH, Kak H
IPEUMYIIECTBEHHO BCE (PaKTOPbI CBEPTHIBAHUSI CUHTE3UPYETCS B IEUEHU B HEAKTUBHOM
BUJIE U MEPEXOJIUT B aKTUBHYIO (OpMy Npu B3auMozeicTBuu ¢ ButamuHom K [71]. X u
V — akTUBHPOBaHHBIE (PAKTOPHI CBEPTHIBAHUS — CITIOCOOCTBYIOT MEPEX0ay MPOTPOMOUHA
B TpomMOMH Ha Qochomunuansix MemOpanax kietok [184]. 3arem TpomOuH
criocoOCTByeT nepexoay GpuopruHOoreHa B GUOPHUH C MOSIBICHUEM KPOBSHOTO CTYyCTKa U
aktuBarimet 'V, VII, VII, XI, XIII ¢akropoB cBepThIBaHUS €W CTUMYJIHPYET
arperanuoHHy0 (QyHKIH TpoMOouuToB [129]. JlaHHBIN BUA MyTalMu CIOCOOCTBYET
MOBBIIICHUIO (DaKTOpa MPOTPOMOUHA B CHIBOPOTKE KpoBH B 1,5-2,0 paza B cpaBHEHHH C
HOPMAJIbHBIMU 3HA4€HUSIMU. Pe3ynbTar Bcex 3TUX ACHMCTBUI MOXKET BbI3BATh YCUJICHUE

BHYTPHUCOCYAMCTOTO CBEPTHIBAHUS KPOBU M YCUIIEHHE BEHO3HOro TpombOo3a B 3-4 pasza
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[200]. Tun, mpu KOTOpPOM HACIEAYETCS NaHHAsh MyTallusi, HA3bIBAETCS AyTOCOMHO-
JOMUHAHTHBIM. [TocnencrBusimu MyTalHH IpoTpOMOHHA ABIIAETCS
epeOpoBacCKyIsipHbIE W TPOMOOOKKIIIO3MOHHBIE OCIIOKHEHUs. Pa3zButne Tpombo3a
rIIyOOKUX BEH Yy HEKOTOPHIX MAIlMeHTOB SIBISAETCA PE3yIbTaTOM TI'e€TEPO3UTOTHOTO
HOCHUTEJIbCTBA ATOW MYTallMd M JA€T JOCTATOYHO OOJIBIION MPOLEHT OCIOXKHEHUU B
Bujie BO3HUKHOBeHUs1 TOJIA, uem monu ¢ mytanueit V ¢akropa cBepTbhiBanus. s
Hocutenet wmytamuun  G20210A  xapakTepHbl TPOMOOSMOOTUM C TOCTOSIHHBIM,
PELUIUBUPYIONIMM TEYEHHEM. XOUYeTCs OTMETUTh, YTO MAIMEHTHl C BPOXKICHHBIMU
nedekTaMu CBEPTHIBAEMOCTH KPOBH, B YAaCTHOCTH, ¢ MyTamnuei rera FIl Bctpewarorcs
OTHOCUTEJIBHO PEIKO, M, KaK MPAaBWIO, Y HUX HE UMEETCS 3HAUUTENbHBIX PA3IHYUi, B
CpPaBHEHHU C JpyrMMH (EHOTHIaMH 3a00JIeBaHUM CHCTEMbI TI'€MOCTa3a, KOTOpBIE
OCJIOXKHSIOTCS pa3BUTHEM TpoMO030B [172; 201].

[Tomumopduzm  G10976A, pacnonoxxkeHHsli B TeHe VII  koMrioHeHTa
CBEPTHIBAaHUSI KPOBH, CHOCOOCTBYET CHM)KEHHUIO €r0 aKTHUBHOCTH M YMEHBILIAET PHUCK
TpomOooOpa3zoBanusi [193]. OnHy W3 OCHOBOMOJIAraroUied poJieii B BO3HUKHOBEHUU
aktuBHOU (hopmbl pubpuna urpaer VII gakrop cBepThiBanus kpoBu. CHHTE3 JaHHOTO
TJIMKONPOTENMHAa MPOXoauT B mneyeHu npu ydyactuu ButamuHa K. I'en FVII ¢akropa
CBepThIBaHUS KpoBU Haxomutcsa Ha 13 xpomocome (13 q34) [121]. Tlomumopdusm
G10976A rena FVII saBnsercs nHambosnee wu3ydeHHbIM. MyTamusi B 3TOM T'€HE
xapakrtepusyercsi 3aMeHod ryaHuHa (G) Ha aznenuH (A) B mnosnoxeHuun 10976
nonunentTuaHon 1enu Oenka [11]. HawmGosiee yacTbiM BHHOBHHUKOM YMCHBIIICHUS
aktuBHoctu FVII (akTopa cBepThiBanus siBnsierca reHorun A/A [129]. Ilpu stom B
cpaBHeHUU ¢ AUKUM TurnoMm (reHotun (G/G) ¢(yHKUMOHAIbHAs aKTUBHOCTH (pepMEHTa
camkaetcs Ha 72% [192]. T'ereposurotnbiii BapuanT A/G cHmkaetr komudectBo VII
dakropa B mnasme kpoBu [189]. Ilo nuTeparypHbIM JaHHBIM, B €BpPOIEHCKON
MONYJISIIUA  TETEPO3UTOTHOE HOCHUTENIBCTBO BbIsiBIIsSIeTCs: 'y 10-20% KopeHHOro
HaCeJICHUS.

[Tomumopdusm 675 5G/4G B rene SERPINE1(PAI-1). CynepcemeicTBO OEIKOB
CEepIIMHOB MMEET B CBOEM COCTaBe HMHTMOMTOp aKTHMBaTOpa IUIa3MUHOTeHa | Tuma.

NurubupoBanre ypoOKHMHA3HOTO M TKAHEBOI'O aKTHUBATOpa IJIa3MUHOI€HA MPOUCXOIUT
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npu ero ydactun [196].

[Momumopdusm 5G(-675)4G BO3HHMKAET BCICICTBUEC HMHCEPIUU TyaHWHA U B
pesynbraTte oOpa3yercsd MOBTOp W3 4 WIM 5 NOCIEA0BATENbHOCTEH HYKIJICOTHIOB.
JlaHHBII TOTUMOP(HBII TeH UMEET TOMO3UTOTHBIN MyTaHTHBIN BapuaHT 4G/4G [59].

OH BBI3BIBAET MOBBIIIEHHYIO SKCIIPECCHIO TE€HOB U MOXET BBICTYNATh (HaKTOPOM
pHUCKa BO3HUKHOBEHMSI TPOMOOB B BEHO3HOM M apTEpUAIIBHOM pYCIE, @ TAK)KE UILIEMUN
U uH(apKTa MUOKapJa M3-3a MEXaHU3MOB, CHIDKAIOUIMX (UOPUHONIM3 B CHIBOPOTKE
KpoBU. PacmpocTpaHeHHOCTh MaToNOrM4ecKoil romosuroTHoi myranuun 4G/4G rena
PAI 1y eBponeiickoil yacTi HaceneHus Bapbupyet ot 5 110 8%.

[Tomumopduzm G455A B rene ¢ubpunorena. OauH W3 KIIOYEBHIX (HaKTOPOB
IPOLIECCOB CBEPTHIBaHUS KPOBH sBIsieTcs (uOpuHOoreH. be3 Hero mnpouecch
CBEPTHIBAHUS KPOBU HEBO3MOXHHEI. [Ipy Hanmmumum y denoBeka momumoppuzma G455A
IPOUCXOAUT YBEIHUEHUE CoJiepkaHusl (pUOpUHOTreHa B IIa3Me KPOBU, YTO MOXKET OBITh
OCHOBHOM MPHUYMHON TpOMOOOOpa30BaHMS KAaK Y B3pOCIHBIX, TAK M YJIHIl MOJIOJOTO
BO3pacta [194].

[Tonmumopdu3mbl peienTopoB INMTUKONPOTEUHOB. [ THKOIPOTEMHOBBIE pELENTOPHI
pacrmosararoTcs Ha MeMOpaHax TPOMOOILIUTOB U BHITIOJTHSIOT BaKHBIC (PYHKIIMU are3UH
u arperaimu [102]. Haubonee wuzyyaeMbIM MOIUMOP(HBIM JIOKYCOM SBIISIETCS T€H
GPllla. Cmena neiniuTHHA Ha TIPOJIMH B MOCIEA0BATEILHOCTH AMUHOKHCIIOT BO3HUKAET
BCJICJICTBME 3aMEHbl B 3TOoM reHe HykjaeoTuaoB TtumuHa (T) wa 1muro3un (C).
[ToBbIIeHHBI pUCK TPOMOOOOpa30BaHUS HUMEIOT JIIOAH, Y KOTOPBIX TPOMOOIUTHI
conepxkat amienb C. DTO NPUBOJUT K MOBBIMICHUIO arperaliiOHHON (PYHKIUU KPACHBIX
KPOBSIHBIX TEJIell, YTO YBEJIIMUUBAET PUCK TpoMOooOpazoBaHus [S35].

Jlronu, KOTOpBIE SIBISIOTCS. HOCHUTENSIMH MOJIMMOppU3Ma MeMOpaHHOTO
rnukonporenHa C807T, mnoaBepKeHbl YCUJIEHHOM aare3ud TpOMOOLUTOB, YTO
YBEJIIMYUBAET PHUCK pPa3BUTHS TPOMOOTHUECKHUX OCIIOXKHEHHH. PacmnpocTpaHeHHOCTH
nanHoro amnensi cocraisier 20-40% cpenu nmi B eBpomneiickoil nomyssinuu [180].
Uccnenoanus, npoxoasue B EBpone, koTopble oXBaTWid 2237 HEMELKUX MY>KUMH,
MOKa3ajgl JIOCTaTOYHO BBICOKYIO BbIsiBIsieMocTh amiens — 807T y mnanueHTos,

UMEIOIIUX B AaHaMHE3€ TMEepEeHECEHHbI WHGApKT MHUOKapAa, B CPaBHEHUU C
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KOHTPOJIbHOM rpymmoil. JKeHIHbBI B BO3PACTHON KaTEeropuu 10 45 JIeT U My>KYHHBI J10
50 neT UMEIOT TPEXKPATHOE MOBBILIEHUE PUCKA PA3BUTHS UILIEMHUYECKOTO HHCYJIbTA IIPH
oOHapy>xeHuu y Hux 807 T-amnens. Ha ocHOBaHMM BBIIIEU3I05KEHHOTO MOXKHO ClI€TaTh
BBIBOJI, YTO (OPMHUPOBAHUE BEHO3HBIX U aPTEPUAIBHBIX TPOMOO30B B MOJOIOM
BO3PAcTe MOXKET ObITh 00yclIOBIIeHO HOocuTeabcTBOM ayutens 807T [142; 171].

[Tomumopduzm G226A. B mnpouecce cBeptbiBanus KpoBu aktuBaius Xl
¢dakTopa MPOUCXOMUT TPHU BO3ACUCTBUM Ha HEro TpomMOuHA. OIHOM U3 BAKHBIX
byukmuit X1l dakTtopa cBepThIBaHUs SBISETCS IPOILECC PETYISAIUM OOpa3oBaHUs
TPOMOOB U PETyIUPOBAHUSA AATE3UBHOM (YHKIIMM TPOMOOIMTOB K HUTIM (QuOpuHa
[34].

[Momumopduzm X1l dakropa cBepThIBaHUS  XapaKTEPU3YETCS  3aMEHOM
Hykieotuaa ryannHa (G) Ha ageHuH (A) B 226 MOJIOKEHUU. ITH MEXaHU3MBI U3MCHSIIOT
NOCJIEI0BATEIBHOCTh AMUHOKHUCIIOT PSAOM C caiToM pacnana A-cyObeIuHHIbI, MPU
3TOM crabunu3anus (UOPUHOBOTO CTycTKa MOXKeT HapymaTbesa. AkTuBHOCTH Xl
(dakTopa TNOBBIIIAECTCA NMPU HEU3MEHHOW €ro KOHLEHTpaluuuh B IuiazMe KpoBu. I[lpum
MOMOIIM 3JEKTPOHHOI'O MHUKPOCKOIA ObLIO YCTAaHOBJIEHO, YTO CUHTE3 TOHKHUX BOJIOKOH
HUTEH (UOpHUHA SBIIETCA PE3YJIbTaTOM HOCHUTENbCcTBa nonumopdHoro Bapuanta Xll|
¢dakTopa cBepThiBaHUA. B nanpHeiieM OblJI0 YCTaHOBIIEHO, YTO 3TH MATOTEHETHUUECKUE
MEXaHHU3MBbI TPUBOIAT K CHUKEHUIO TIPOLIECCOB CBEPThIBaHUs KpoBu [179].

[Tomumopdusmer dhepmentoB ¢donatHoro Metradbonuzma. Okoso 60% xurtenen
EBporibt SIBJISTFOTCS reTepO3UTOTHHIMU HOCUTEJISIMU noaumoppuzma
metuneHteTparuapodonarpenykrassl (MTHFR). T'omo3urotnas wmyrtamuss JaHHOTO
depmenTa BbigBIeHA Yy 15% Hacenenuss B eBponeickod mnomymsiuu. OnHy wu3
KITFOUEBBIX pOJIeH B mpoliecce Meradonm3mMa (oJIMeBON KUCIOTHl HECET T'eH, KOTOPHIN
KOJUPYET aMUHOKHCIIOTHYIO MociieioBaTenbHOCTh pepmenta MTHFR [195].

Camwxenne wMetunupoBanus JIHK sBasercs pesynmpratom npeduiura 3TOTO
dbepmenTa. JlaHHOE COCTOSTHUE MPUBOAMT K aKTHUBAIMM MHOTHX KJIETOYHBIX T€HOB U K
aKTUBHOMY TIOSIBJICHUIO OHKOreHoB. Kpome 3Toro, oTmedaeTrcsi MOBBIIICHHUE
HAKOIIJICHUS] TOMOIIMCTEHHA B CEIBOPOTKE KpoBH [14; 28].

Ha ceronHsmHuii MOMEHT M3BECTHBI JiBa moauMopdHbIx BapuanTa rena MTHFR,
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BBISIBJISIIOIIMECS B YEJIOBEUECKOM TMOMYJSIIMM € OOJIBLIOW YacTOTOM, — 3TO
nomumopdusm Al298C (3amena nykieotnna aneHuH (A) Ha nmuto3uH (C) B MO3HUIHH
1298) u nonmumopdusm C677T (3amena nykieotuna nmuto3uH (C) Ha tumunud (T) B
no3unuu  677). CHmKEHHEe KOHIICHTpAauWd (OJMEBONH  KHUCIIOTHI, HAKOTUICHHS
TOMOIIMCTEMHA B OpPraHU3MeE SBIISIIOTCA PE3yIbTaTOM HEMPABWIBHOW pabOThI JaHHBIX
(depMeHTOB. Y TOMO3UTOTHBIX HocuTelel Bapuanrta 677 T/T B uccnenoBanusx in vitro
BBISIBJICHO CHIDKCHHE aKTUBHOCTH depmeHTa Ha 70%, a y rerepo3uror — Ha 35%.
Amnens 677 T B cpaBHEHHMH C JPYrMMH BapHaHTamMH OOJbIIE PACHPOCTPAHEH B
MONYJISILUM C BBICOKOM TI'E€TEPOTEHHOCTBIO. B €BpOIENWCKHX CTpaHax €ro 4acrora
BCTpeuaeMocTH Kojebisercs oT 19% (B BenukoOpuTanun) 10 MaKCUMAJIbHBIX 3HAUEHUN
55% (B Ucnanum). Y nropel ¢ TOMO3UTOTHBIM HOCUTENHCTBOM Tosumopduszma T/T
MTHFR otmeuaercs yBenuuenuwe [l B mna3me KpoBHM MOYTH B JECATUKPATHOM
paszmMepe. D10 00yCIOBIEHO TEM, YTO aKTUBHOCTb (PEpMEHTA CHUKAETCs 10 YPOBHs 35%
OT CpenHero 3HayeHus. Bce 3TO B COBOKYIIHOCTHM 3HAYUTEIBHO ITOBBIIIAET PHUCK
BO3HUKHOBEHUS TPOMO030B [25; 74; 125; 164].

[lo maHHBIM HEKOTOPHIX JIUTEPATYpPHBIX HCTOYHMKOB, OOHApy>KE€Ha CBS3b
TSKEJIBIX COCYIUCTBIX KaTtacTpod y JroAeil ¢ HocuTenbcTBOM nosimmopduzma C667T.
HMeroTcst naHHBIE, YTO y TOMO3WUIOT MO MYTaHTHOMY aJUICI0 YBEJIIMYMBAETCS PHUCK
BO3HUKHOBEHHUS TpoM0030B [71].

[latorenernueckue mexaHu3Mbl nonumopduzma Al1286C mpuBoAsST K 3aMeHE
OCTaTKa IIyTAMUHOBOM KHCIIOTHI HA aMHUHOKHUCJIOTY — QJIaHUH, KOTOPasi OTHOCHUTCS K
sToMy (EepPMEHTY, a KOHKPETHO K €ro peryjasTopHoll obnactu. Jluia, KoTOpbie
SBJIAIOTCS. HOCHUTEIIIMM 3TOTO TNOJUMOpPPHU3MA, HMEIOT CHWKEHHE aKTUBHOCTH
dbepMeHTa, HO MEHEE BBIpAXEHHYIO, 4YeM Jmna ¢ nonumophusmom 677C. Jlroawm,
coueratome B cebe rerorun 677CT/1298AC (komMnayHA-T€TEPO3UTOTAMHU) HUMEIOT
CHIDKeHHEe ero ¢epMeHTatTuBHOM aktmBHOcTH Ha 40-50%, a moka3zarenu
OMOXUMHUYECKUX MCCIICIOBAHUA MPUMEPHO CPABHUMBI C TIOKA3aTENISIMH TOMO3UTOTHBIX
Hocutened amienst 677 T. Takum o06pa3oM, MOXKHO CKa3aTh, YTO Y TOMO3UTOTHBIX U
reTepO3UTrOTHBIX JIIOAEH 10 JaHHOMY MOJUMOPGU3MY HMEETCs TEHICHIMS K

yMEHbIIIeHUI0 akTuBHOCTH pepmenTa MTHFR [76].
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HccnemoBatens Bicer M. wu coaBT. caemamu  BbBoubl:  «[lamueHTsI ¢
HACJICJICTBEHHO OOYCJIOBJIICHHBIM THIIOM KpPOBOTOYMBOCTH B BHUAE TeMODUINH B
COYETaHUU C HOCUTEIHLCTBOM romosurotHoi myranuun MTHFR 6Gonee monBepskeHb
KPOBOTEUCHHSIM, YEM MAMEHTHI 0€3 3TOTr0 moauMopdusMa. ECTh mpeAmnonoxkenne, 9ro
IPHUCYTCTBHE TOMO3UTOTHOro nojumopgHoro Bapuanta rena MTHFR 677 T/T Gonee
4acTO CIIOCOOCTBYET Pa3BUTHIO TpOMOO3a y MAIlMEHTOB, CTPAJAIOIINX reMouiei Ay
[90].

[laToreHHble TE€HETUYECKUE BapUaHThl, NPHU KOTOPHIX MATOTCHETUYECKHE
MPOIIECChl CIMOCOOCTBYIOT 3amMeHe ajaeHuHa (A) Ha ryaHuH (G) B mno3uiuu 66,
COJICCTBYIOT BO3HMKHOBEHHIO MonuMoppusMa reHa (epMeHTa (POJIATHOrO IUKJIa
METHOHHH-CUHTa3bI-peykTa3sl (MTRR A66G). OHa Tarke SBISCTCS OJHOM M3 YacThIX
MIPUYHH TTOBBIIICHUS YPOBHS TOMOIIMCTEHHA B CBIBOPOTKE KpOBU. [Ipn 3TOM MEHSIOTCS
owonormyeckue U xummudeckue Gynkiuu ’H3uMa MTRR, a Taxke 3amernienue oJHOU
AMUHOKHUCIIOTHI Ha APYTYIO (M30JIeHIIMHA HA METUOHHWH). YeroBeueckuit MeTaboIu3M He
MOXET TMPOTEKaTh 0e3 IMepeHOca METWIBHBIX TPYII, TPHU CHIKCHUH MEXaHHW3MOB
METUIIUPOBAHMUSI.

Kak yxe ObUI0 OTMEUEHO paHee, y TeTepO3UTOTHBIX HocuTened mytamnu A66G
OTMEUYaeTCsd  HapyIIeHHWE  PACIOJIOKEHHS ~ aMUHOKHCIOT B TOJIMIICTITHHOM
nocienoBarenbHocT  dSH3MMa MTRR. DOtu  u3mMeHeHus BeayT K CHIDKCHHIO
(YyHKUHMOHAJIBHBIX ~ BO3MOXKHOCTEH  (EpMEHTOB U CIOCOOCTBYIOT — Pa3BUTHIO
METa0OJMYECKUX HAPYIICHUM, CBSI3aHHBIX C TOBBIIICHUEM YpPOBHS TOMOIUCTEUHA.
[ToBpexaaroniee 1eMCTBUE TOMOLIUCTEMHA HA SHAOTENNN COCYJIOB BEAET K MpOLEccaM
MOBBIIIICHHOTO TpoMOOooOpa3zoBanus [124].

Bo3nukHOBeHHE OOJBIIOTO KOJWYECTBA TMATOJOTHYECKUX TIPOIECCOB MOXKET
OBITH CBSI3aHO C HAPYIICHUEM peakKIMid, MpoTekarmux B mnukie Kpedca. depMeHTHI
(donaTHOTO MUKJIA MPUHUMAIOT HEIMOCPEACTBEHHOE yUacTHe B JaHHOM MexaHu3me [26].

[Ipomeccsl TpoMOOOOpa3OBaHMs CpPEH B3POCIOTO U JETCKOTO HACETIEHUS MOTYT
3alyCcKaThb TaKXKe W MNPUOOpETeHHbIE (PAKTOPhl TPOMOOTEHHOTO pHUCKa, BKIHOYas
KaTeTepU3AINIO TIEHTPATLHBIX BEH, 3JI0KAYECTBEHHBbIE HOBOOOPA30BaHUS, OKHUPEHUE,

MH(DEeKIUU, KapJIUOMHONATUIO W HedpoTuueckui cuHIpoM. CTOUT OTMETHUTh, UTO
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HaJIMYME XPOHUYECKUX 3a00J€BaHWM, TAaKUX KaK CaxapHbIM muabeT, mpeapacronaraet
pa3BUTHE YHAOTEITHUATBHON TUCHYHKIIMN U CEPACIHO-COCYTUCTOM MATOJIOTHH B paHHEM
JIETCKOM BO3pacTe ¢ MOCIEAYIONIUM pa3BUTHEM TpoM0030B [128; 198].

Bpoxnennsie nopoku cepauna (BIIC) mpencraBisioT co0oif 0CHOBHOM (hakTop
pucka TpoMO030B y jaereil. ['unonepdys3us neyeHu B pe3ysibTare HapyluieHus: GyHKIUN
ceplilila BbI3bIBACT JePUIUT aHTHKOAryIsiHTOB. Kpome TOro, MHOrMe HaIUEHTHI C
UIIEMUYECKON OOJIE3HBIO TOJBEPraloTCs OMNEpalusM Ha OTKPHITOM Cepiale u
HY)KJIAIOTCSI B YCTAHOBKE IIEHTPAJbHOTO BEHO3HOro Karerepa. JlokazaHo, dYTO
COCYIUCTBhIC aHOMAJMHU ¥ TOPOKH Pa3BUTHSA, B YACTHOCTU, BEHO3HBIE Malb(hOpMAIHH
MOTYT MOBBILIATH PUCK pa3BUTUs Tpombo3a [175; 188].

3a mocienHUWe JBa JIECATUIIETHS YacToTa TPOMOO30B Cpelu MOJAPOCTKOB
YBEJIMYMIIACh HE TOJBKO M3-32 PAa3BUTHUS METOJOB TUArHOCTHKH, HO W M3-3a pOCTa
XPOHUYECKUX COCTOSTHUM, OXUPEHHS, HCIIOJIH30BAHUS OpAJbHBIX KOHTPALICITUBOB.
OXUpeHHEe YBEIMYUBACT PUCK TPOMOOTHUECKUX OCIIONKHEHUH 32 CUET HECKOJIbKUX
MEXaHU3MOB, BKJIIOYAas DHIOTEIUATbHYI0 IUCHYHKIHMIO, YCHJICHHE aKTUBHOCTHU
KOAaryJisilUOHHOTO ~Kackajla, WHruOupoBaHue (QUOPHHOIUTUYECKOTO TIpolecca |
OKHCIIUTEIIBHOTO  CTpecca. Y  JeTeld TaKue COCTOSHHMS, KaK OXUPEHUE U
MaJIOTIOJIBMKHBIN 00pa3 >ku3HU (MIPU JUIMTEIILHOM MCIOJIb30BAHUM BUJICOUTP) MOTYT
BBICTYNIaTh B POJIM JOIMOJHUTEIbHBIX (DaKTOPOB, BEIYIIMX K OOpa30oBaHUIO TPOMOOB
[168].

B uccnenosanun Muhammed Wahhaab Sadiq eeisBun: «IIpubnusurensao 95%
NeUaTPUIECKUX MMAlMeHTOB C HaJWYueM B aHaMHe3¢ TPOMOO30B pa3IMYHOM
JOKaMW3alldd  WMENH  COMYTCTBYIOIIME  COMATHYECKHE WU  XUPYPIHYECKHUE
3a00JIeBaHMUS:  KapAUOMHONATHH, OHKOJIOTMYECKHE  3a0oJjieBaHUs,  HWHOEKIUH,
ayTOUMMYHHBIC paccTpoicTBa, KOTOpBIE MOTJIN BBI3BaTh COOBITHS
TpoMOOOOpazoBanus». DTH (AKTOpBl pUCKA UMEIOT CXOJCTBO C OTYETAMHU paHee
MPOBEICHHBIX HAay4YHBIX paboT. B wuccrmemoBanmu, koTopoe OBUIO MPOBEJACHO B
BenukoOputanuu, ¢ ywactuem 76 denoBek B Bo3pacte oT 12-17 mer, ¢
JTMAarHOCTUPOBAHHBIM B aHamMHe3e TPoMO030M, ¢aKTopaMu TPOMOOTEHHOTO pPHCKa

BbICTYynanu: runoguHamus  (45%), TpomOodpumus  (24%), 37I0KaYECTBEHHbIE
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HOBoOOpazoBanusi  (20%), xupypruueckue BmematensctBa (18%), mpuem
KOMOMHHMPOBAHHBIX OpaJbHBIX KOHTpanentuBoB (12%) u BpoXIeHHas BEHO3Has
anomanus (5%) [115; 187; 198].

Yactora peuuauBOB BEHO3HBIX TPOMOO30B 3aBUCHT OT I0OJda, THIA
TpoMO03MO0MK U packl [11; 39]. XoTs ecTh AJaHHBIE O TOM, YTO PACIPOCTPAHEHHOCTH
BEHO3HBIX TPOMOO30B 3HAUUTEIBHO PA3IMYACTCS CPEIU Pa3HbIX 3THUYECKHUX TPy,
TeHeTUYEeCKasl W/WIM KIMHUYECKas OCHOBA TUX Pa3IUYUi OCTAe€TCS HEU3BECTHOH [42;
145]. AdbpoamepukaHCKUE TAIMEHTH UMEIOT 3HAYUTEIBHO 0OJiee BBICOKHM ypOBEHb
BO3HMKHOBEHHUS TPOMOO30B, OCOOCHHO TIOCIIC BO3JICUCTBHUS MPUOOPETECHHBIX (HaKTOPOB
pUCKa, TaKUX KaK XUPYPrUYE€CKOE€ BMEIIATEIbCTBO, COMATUYECKOE 3a00J€BaHUE WIIU
TpaBMa. Y HHUX 4alle HabJroaeTcs JieroyHast aM00us, 4eM TpoMO03 IrIyOOKHX BEH, IO
CPaBHEHHUIO C €BPOIEOUIAMU U APYTUMHU PacOBBIMU rpynmamu [36]. YV xureneit Azum,
a MMEHHO OCTpOBOB THXOro oOkeaHa, paclpOCTPAaHEHHOCTb HWINONATHYECKON U
CHPOBOLIMPOBAHHON BE€HO3HOW TpoMO03MO0auu Ha 70% Huxe. Y JlaTHHOAMEPUKAHLIEB
pacnpoCTpaHEHHOCTh BEHO3HBIX TPOMOO30B 3HAUUTEIBHO HIXKE, YEM Y MPEACTAaBUTENECH
€BPOIICONIHON PACHI, HO BBILIE, YEM Yy JKHUTENEeH A3uM U OCTPOBOB THXOro okeana.
DTHHUYECKYIO TPUHAIJICKHOCTh CIEIYyEeT paccMaTpuBaTh Kak BaXHbIM (akTop B
cTpaTU(UKALUU PUCKA MAIIMEHTOB C MOJO3PEHNEM Ha BEHO3HYIO TPOMOOIMOOIHUIO UITU
MaIMEHTOB C HEKOTOPBIM PUCKOM pa3BuTHus TpomO030B [38; 101; 110; 111; 115; 132].

Ha ocHoBaHuMM aHanu3a M3y4YEHHOIO Marepuajga MOXKHO CJIeNaTh BBIBOJ, YTO
npobsieMa TpoMOO30B OCTaeTCsl TOCTAaTOYHO akTyainbHOU. Kpome Toro, ocraercs He 10
KOHILIa M3YyYEHHBIM pacnpeliesieHue MPOTPOMOOTUYECKUX MOIUMOP(U3IMOB TPHU
3a00JIeBaHUSAX, KOTOPbIE ACCOLMUPYIOTCA C Pa3BUTHEM CHHApPOMA TPOMOOTHYECKUX

OCJIOKHEHHM KaK y B3POCIIBIX, TaK U Yy JAETEH.

1.2 OcoGeHHOCTH reMOpparu4eckoro CHHapoma Ha ¢goHe

JAUCILIA3MH COeUHUTEIHLHOM TKAHU

Hekortopsie aBTOphl OOJNBIIYI0 YacTh 3a00JIEBAaHUN COEIUHUTEIHHON TKaHU

OTHOCAT K Kiaccy aucmiasuii [119]. Haumnas ¢ 80-x rooB mpouuioro Beka TEPMUH
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qucriasusg  coenquuutenbHol TkaHu (ICT) mpoyHo 3akpenwicss B OTEYECTBEHHOM
Mmeauiuae [45]. Jucmnasus coeaunutenbHor TkaHu (JCT) — 5To reHeTHdecKu
OOyCJIOBJICGHHOE HapylIeHUE COCIMHUTEIBbHON TKaHU, KOTOPOE XapaKTepuszyercs
HanuyueM Je(EeKTOB OCHOBHOTO BEIIECTBA M BOJOKHUCTBHIX CTpyKTyp [45]. B
COBOKYITHOCTH JAHHOE MaTOJIOTUYECKOE COCTOSIHUE NPUBOAUT K HAPYLICHUIO
dbopmupoBaHus OpraHoB U cucteM. [IpociiekuBaercsi TecHas B3aMMOCBSI3b MEXIY
COCTOSIHUEM CHUCTEMbl IéMOCTa3a U MaTOJIOTHEH COCIMHUTENIbHOW TKaHW, KOTOopas
JIOKa3aHa MHOTOYHMCIICHHBIMU Hay4YHBIMU pabOTaMM U HAKOIUIEHHBIM KIMHUYECKUM
onwiToM [23; 35; 45; 131].

VY G0JIbHBIX HEPEIKO OOHAPYKUBAIOTCS MPU3HAKUA AMCIUIA3UU COCTUHUTEIIHbHOU
TKaHU B COYETAHUU C PA3TUYHBIMU BHJIAMHU BpPOXKAECHHBIX remoctazuomnatuii [138].
BosuukHoBenue kpoBotounBoctu mpu JCT vacTo xapakTepusyeTcsi paHHUM Je0I0TOM
U PEUUIUBHUPYIOIIMM TeueHueM. HapymeHus B cucremMe TremMocTaza Ipu
KPOBOTOYMBOCTH y JETEH HEOJHOPOJIHBI M HAXOAATCA B IIMPOKOM JHANa30HE OT
TpoMOoIMTONaTUH 10 TpoMOODUINA W KOAaryJonaThid, OTMEYEHO, YTO y OOJIbHBIX
remaroMe3eHxuManbHoi gucrazuein (I'MJI) ¢ Bo3pacToM MOBBIIAETCS YacTOTa
reMOopparuyecKuX MposiBICHUN U TPOMOOTHYECKUX OCIOKHEHU [69].

B xonmne XX B. Hagasie XXI| B. rpynmoil 0T€UeCTBEHHBIX YUEHBIX MPOBOJIWINCH
KPYITHbIE€ TMOMYJISIHUOHHBIE HCCIEIOBAHUS IO W3YYEHHUIO B3aWMOCBSI3M MATOJIOTUU
CHUCTEMBI F€MOCTa3a Y NPOSIBIICHUM IUCIJIA3UU COCAMHUTENIbHON TKaHUu. HeCOMHEHHBIM
JUACPOM MO M3YYCHHIO OTOM mpobiieMbl Obul  wieH-koppecnoHaeHT PAMH
3. C. bapkaran. B pe3ynbTare OrpoMHON MPOJACIaHHON paOOThl OB YCTaHOBJIEH TOT
(bakT, 4TO MPOSIBJIEHUE KPOBOTOYMBOCTU y mojaeil ¢ nmpusHakamu JICT o0yciioBiieHbl
r€HETUYECKUMU HapylleHusIMU. [Ipu 3ydyeHnn cUCTeMbl TEMOCTa3a MOTYT BBISIBIISITHCS
pa3IMYHbIe  TATOJOTMYECKHWE  COCTOSHUSA:  aHOMallbHOe  cTpoeHue  (akropa
Bunnebpanna, Hapymenue QyHKIIUU SHIOTENHS COCYA0B, HAPYIIEHNUE arperaliOHHBIX
MEXaHU3MOB TPOMOOIIMTOB, TATOJIOTHSI KOHEUYHBIX JTallOB CBEPTHIBAHUS KPOBH,
0OyCJIOBJIEHHBIE 3aMeJIEHUEM IPOLIECCOB MOJUMEPU3alui MOHOMEpPOB (ubpuna [112;
140].

Konmnenmus, chpopmynupoBannas 3. C. bapkaraHom o reMatoMe3eHXHUMaJIbHOM
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mucrnasun (IMJI), coderaer B cebe AUCHYHKIMIO CHCTEMBI TeMOCTa3a U MPHU3HAKH
JNACT. I'MJ] BxmouaeT B ceOs OONBIION CHEKTP BPOXKACHHBIX 3a00JIeBaHUIA
coeMHUTEIbHON TKaHU [23; 66]. Ilpu sToM cTpangaroT (GyHKIIMH MHOTHX OpPraHOB U
CUCTEM YEJIOBEKa: HApPYIICHHE B padOTe CBA30YHOIO aIlapara CyCTaBOB, KJIalaHHOTO
anmapara CEepA€YHON MBIl HEMOJHOIEHHOCTh (DYHKIIMOHAJIBHBIX KOMIIOHEHTOB
CTEHKA COCYJIOB M MHOTHX JAPYyruX O0Opa3oBaHHi, COAEp>KaluX B CBOEM COCTaBE
COEIMHUTEIbHOTKAHHBII KOMIIOHEHT. ['emopparnueckue pauaTe3bl — 3TO TIpynna
OTJICNIbHBIX 3a00JIeBaHUM, KOMIIOHEHTOM KoTopou sBisercs I'MJI [95]. Ona umeer
CBOM CIieU(UIECKUE OTINYMS OT TPOMOOLUTONATHI, Ba3onaTHil u koarynonatuii. Eé
OCHOBHasI cnenuduyeckast 0COOEHHOCTb XapaKTepUu3yeTcs MEePBUYHON
HEIOJIHOIEHHOCTBIO JIMCTKA ME3EHXUMBL. OTH (PaKTOpbl MNPUBOJAT K HAPYIICHHUIO
CTPOEHHUSI COCYJUCTON CTEHKH, KOTOPbIE HEPEAKO COUYETAIOTCS HEMPABUIBLHON paboTON
BCEX KOMIIOHEHTOB CHCTEMbI remMocrtasza. lIpuMepamu ciyXkaT TeJIeaHTHOSKTa3uH,
aTpUO-BEHO3HbIE MallbpOpMallUU, 3PO3UBHO-YIIBIIEPO3HBIC W3MEHEHHS CIU3UCTHIX
000JI0YEK, Pe3yNbTaT HEMOJHOUEHHOCTH HAOTEIUS U CYO3HAOTENHAIBHBIX CTPYKTYP.
XapaktepHoil ocobenHocThio ['M/] siBnsieTcst Oosibliias rpyrma 3a00JIeBaHUM, KOTOpas
MOXXET COYeTaTh HECKOJBKO THUIOB KpPOBOTOYMBOCTU (TPOMOOLMTApHOTO U
COCYJIUCTOT0, KOAryJISLIHOHHOTO M cocyaucToro u np.) [112; 183].

B psne HayyHbIX paboOT HMMEIOTCA JIaHHBIE O PEHUIAUBUPYIONIEM TEUECHUU
TpoMOO30B B COYETAaHUHU C MIIEMHEN OpPraHOB M TKaHEHl y JeTedl U MOJIPOCTKOB C
benorunmyeckumu npossiacHusmu JICT [176]. Hanuune moBBIIICHHONH CKIIOHHOCTH K
0o0pa30BaHHI0 TPOMOOB MOKET ObITh OOYCIIOBJIEHO HApYIIEHUEM CTPOCHUS CTEHKH
COCYZIOB, YTO CHOCOOCTBYET CHUKEHHUIO €€ TPOMOOPE3UCTEHTHOCTH Yy MAallMEHTOB C
(EeHOTUNTMYECKUMU TIPOSIBIICHUSMU JUCIUIa3UU COCMHUTENLHON TKanu [71]. V monei
¢ nposisienussmu JCT B 52% caydaeB OTMEUaeTCs TMOBBIIMIEHUE arperalroHHON
GbyHKIIUA TPOMOOIIMTOB, BEIpaOOTKAa YCTOMYMBOCTH K Va (hakTopy CBEpTHIBAHUS KPOBU
u aktuBupoBaHHOMYy TmipoTenHy C, a B 24% ciydaeB BBISIBICHO TMOBBIIICHHOE
coJiep>KaHUe YPOBHSI TOMOILIMCTENHA.

B nutepatype uMeroTCsl JTaHHBIE O TOM, YTO JI€0I0T TeMOPPAruIeCcKOTr0 CHHIPOMA

HCPEAKO COYCTACTCA C HPOSABICHHUEM CHCTEMHLIX MC3CHXHMAJIbHBIX )II/ICH.HaSI/II\/’I, Inpu
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TOM KpOBOTEUYEHHUS HOCAT 4YacTblid, penuauBupyromuid xapakrep [49]. Cnektp
MaTOJOTUYECKUX COCTOSIHUM B CHCTEME TeéMocTa3a B KOMOMHAIMU C KJIMHHUYECKUMHU
MPOSIBJICHUSIMU JTUCILJIA3UUA COEJIMHUTEIBLHON JOCTATOYHO OOIIMPHBIA (aHTHOMATHH —
12,3%, tpombommronatun — 25,5%, cuaapom Bumnebpanga — 11,5%, remodunus —
4,3%, ux koMmOuHauuu — 45%). C yBenuueHHEeM BO3pacTa MOXKET YBEIUYHBATHCS
KOJIMYECTBO  TPOMOOTMYECKMX  COOBITUH ¢  4YepelOBaHUEM  MPOSIBICHUMN
remopparuudeckoro cuaapoma [150].

['emopparuueckuii CHHAPOM — OMACHBIM MPHU3HAK, HECYIIUA MOTCHIMAIbHYIO
yIpo3y ISl KU3HU TAlMEeHTAa, TaK KaK MOXET SIBIATHCS MPOSIBJICHUEM CEPbE3HBIX
3a00JIeBaHUN M Yalle BCEro acCOLMUPYETCS C CUCTEMHBIM 3a00JIEBAHMEM KPOBH WJIU
MAaTOJIOTHEN CBEpPTHIBAHUS, HANpUMEp, C Jielko3oMm uinu remodunueil. [IposBieHue
reMOpparuyeckoro Avare3a Ha KOK€ HOCUT Ha3BaHHWE INeMOpPparuvyeckoro CHHApOMA.
OH MOXeT ObITh B BUJIE METEXUH, SKXUMO30B U T€MaTOM KaK Ha KOXe, TaK U B TKaHsX,
CycTaBax, a TAK)K€ B BUJIC BHEIIIHUX U BHYTPEHHUX KPOBOTEUECHUH [82].

Bpauu pa3HbIX CrenMaIbHOCTEH XOPOIIO 3HAIOT KIMHUKY KPOBOTEUEHUW MpHU
MOBPEXKIECHUNA CUCTEMbl MHUKPOLUUPKYISLHUH, KOTOPbIE BCTPEYAIOTCS y IMAIMEHTOB C
npHU3HaKaMu JucCIuia3uu  coeauHuTeabHOW Tkanu (JICT) ¢ gocTtaToyHO BBICOKOM
gacToTol. OTMEYaroTCs HapyIICHUs PEreHepaTopHOM (PYHKIUU TPOMOOIIUTOB U
JUIUTEIBHO HE KYUPYIOIIHUECS KPOBOTEUCHHS TPU MUHUMAJIbHBIX OBPEXKICHUSAX KOKHU
1 CIIM3UCTHIX 00ostouek [173].

[Io HEKOTOPHIM  aHATOMUYECKMM U  (DU3MOJIOTHUECKUM  TOKa3aTelsiM
MUKPOKPOBOTOK SIBJIIETCSI JOCTAaTOYHO Pa3HOOOpa3HOM cuctemoil. B Heil oTmedaroTcs
MHOTOYHCJICHHBIC, CJI0KHBIE KOMOMHAIIMU Pa3IMYHbIX (PaKkTOpoB: (yHKIMOHAIbHAS U
aHaTOMUYECKas 1IEJIOCTHOCTh COCYA0B, COCTOSIHUE TEMOPEOJIOTHH, CI0XKHBIM MEXaHU3M
MUOTEHHBIX HEHUPOTeHHBIX KOMOUHAIIMN COCYJMCTOTO TOHYCa pa3HbIX YpPOBHEH
MUKPOLIMPKYJISIIUU U T. 1. [4].

Onnum u3 HamOoJiee YacThIX MPHU3HAKOB KPOBOTOUMBOCTU TIPH TIOBPEKICHUU
COCYJIOB MUKPOLIMPKYJISIIIUU SIBJISIFOTCSI OOUJIbHBIC M MPOJAOJKUTEIbHBIE KPOBOTECUEHUSI.
OHU NOSIBISIFOTCSI MPAKTUYECKH OJHOBPEMEHHO C JIEMUCTBMEM MOBPEKAAIOIIETO areHTa

Ha OpraHbl-MuIIeHU. YacTo TakuMe CHUTyallMM BO3HHMKAIOT IOCIE HKCTpaKklIUHU 3yoa,
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olnepauuii Ha JIOp-OpraHax, Ipxu MEXaHUYECKUX BO3JAEHCTBUAX HA CIU3ZHUCTYIO O00JIOUKY
B MOMEHT (huOpOracTpoyageHOCKONNNA U JIPYTUX SHIOCKOMWYECKUX MaHHITYJISIIIHIX
[69]. Ouenb yacTo y JieBylIeK GepTUIHLHOTO BO3pACTa MPU HATTMYUHU TeMOPPArudecKoro
CUHAPOMa B BHJE KPOBOTCUECHHH 110 MHUKPOLMPKYJIATOPHOMY THUIy OTMEYAETCS
pa3BUTHE CIHOHTAHHBIX BBIKUJBIINICH, pPA3BUTHE MACCHUBHBIX KpPOBOTCUYEHHM MpHU
npoBeieHnH abOpTOB M B MOMEHT pojiopazpeiieHus. [1o HeKOTOphIM JHUTEpaTypHBIM
JAHHBIM, y HOBOPOXIEHHBIX JETeH MPOCIEKUBACTCA YBEIUYEHHE CHUMIITOMOB
reMopparuyeckoro CUHAPOMa B BHUJAE BO3HUKHOBEHHUS BHYTPUUYEPEIHBIX TIE€MaToM,
MOAKOXHBIX TE€MaToM, JJIUTEIIBHOTO M3JIUTUA KPOBHM U3 MYNOYHON PpaHKH,
KPOBOM3JIUSHUH B CKIIEPY IJ1a3a U CIIM3UCTBIC 000104KH [2; 33; 93].

Bo3spacthast anatoMust ¥ GU3HOJIOTHS UCCIAEAYIOT OJTHO U3 Hau0OJIee aKTyalbHbIX
U MEpPCIEKTUBHBIX HANPAaBJICHUI B COBPEMEHHOW MEIUIMHE — 3TO OHTOT€HETUYECKOE
WU3YYEHHE CHCTEMbl MUKPOLUHUPKYJALUU. IJTO TOMOXKET PACKPBITh CTAaHOBJIEHUE U
dbopMHUpoBaHUEe MHUKPOLUUPKYISATOPHOTO pyclia B Pa3IMYHBIE BO3PACTHBIE MEPHO/IbI
pa3BuTHs peOeHka. Ha OCHOBaHMM MOJyYEHHBIX PE3yJbTaTOB MOXKHO OyAET ClenaTh
BBIBOJI O 3aKOHOMEPHOCTSIX Pa3BUTUS U OCOOEHHOCTAX (YHKIIMOHHPOBAHUS CUCTEMBI
MUKPOLUPKYJISILUN, ONPEACIUTh BO3MOKHOCTH (YHKIMOHAJIBLHOTO pe3epBa M JaTh
OLICHKY €€ aJalTallOHHOMY pEeCcypCcy K COBPEMEHHBIM COLMAIbHO-3KOHOMHYECKUM

YCIIOBUSIM Cpefibl oOuTanus [4; 5; 64].
1.3 'oMOIUCTENH — MPEAUKTOP COCYAMCTHIX OCJI0KHEHUI

B Hacrosiiiee BpeMsi B MEIUIIMHCKOM JTUTEpAType O4eHb MHOTO MH(popManuu 00
oOMeHHbIX mpoueccax. IIpu aHanu3e BO3AEUCTBUII NMATOJIOIMUECKMX (PAKTOPOB Ha
OpraHu3M YejloBeKa O0JIbIII0e BHUMAHUE YACNISIETCS MTOBPEKIACHUIO YHAOTEINS COCYIOB.
[TaTorene3 3a0o0yieBaHUIl OPTaHOB CEPJICUHO-COCYAUCTON CUCTEMBI, HEPBHOU CHCTEMBI,
a TakkKe aKylIEepPCKO-TUMHEKOJIOTUYECKUX COCTOSHUN CBSI3aH C  TMOBPEXKICHUEM
OHAOTENUS COCYJOB WM TMojaBieHueM ero (QyHkmuii. Beicokume mokazarenu
CMEPTHOCTM M WHBAIUAU3ALWU SBISIOTCA PE3YJIBTATOM TSKEIBIX OCI0XKHEHHH 3THX
3a0oseBaHuil. ['OMOIIUCTENH 3aHMMAaeT BeAyllee MECTO B CIHCKE J1abopaTOpHBIX

MapkepoB auchyHkimu sugpoTenus [24; 30; 44; 120].
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Ha cerompsAmmHuii [eHp MHTEpEC YYEHBIX NPUBJIEKACT IIOBBIIICHHBIM YpPOBEHb
TOMOIIMCTENHA B CBIBOPOTKE KPOBU. [ MMeproMo1McTeHEMHs BLICTYTAET B POJIM OCHOBHOT'O
U HE3aBUCHUMOro (pakropa paHHEro, OBICTPONPOTPECCUPYIOLIET0  aTePOCKIepo3a
KOPOHAPHBIX, IepeOpaIbHbIX U Tiepudeprudeckux aprepuil. OO0 3TOM TOBOPST Pe3ysIbTaThl
0osee 80 KIMHUYIECKUX U SMHISMHUOIOTHUSCKHUX HccieqoBanmii [30; 32].

I'omomucrenn (I'Ll) — 3T0 aMHMHOKHCIOTA, KOTOpasl SIBISIETCS TOMOJIOTOM
AMUHOKHCIIOTBI IMCTEMHA U OTIMYAETCA OT HErO Ha OJIHY METWJICHOBYIO Tpynimy. B 1932
r. xuMuk Butz u Vigneaud onucanu I'l] kak xuMuyeckoe coeTuHEeHUE, OTy4aeMoe Mpu
B3aMMO/ICICTBUU METHOHHMHA M BBICOKOKOHIEHTPUPOBAHHBIX KHUCIIOT. AMUHOKHUCIIOTA —
METHOHUH — SIBJISIETCS] CTPYKTYPHBIM KOMIIOHEHTOM O€JIKOB KMBOTHOTO TTPOUCXOK ICHHUS
U TIOTIAJIa€T B OPTaHU3M C yNoTpeOIeHreM Muily. M3uiiHe HakoTIeHHbIH TOMOIIUCTEUH
MOKET MEPEeXOJIUTh Ha3aJ B METUOHHUH. MeTabonndeckue mpouecchl mpeoOpa3oBaHus
TOMOIIMCTEMHA TPOTEKAIOT B BHUJE KOMIUIEKCA OWOXMMHYECKUX IMpEeBpaIleHUu Mpu
ydqacTuu KO(aKTOpOB, B POJM KOTOPBIX BBICTymarT Butamud B6, B9, BI12 u ap.
JedbuimrHoe cOCTOSTHUE STUX BUTAMHUHOB B OPraHM3ME YEJIOBEKAa MOXKET MPHUBECTU K
BO3HUKHOBEHHUIO TUTNIEproMouurctennemMun [44; 60].

B 60-x romax mpouuioro croieTtus 3apyOexHsbiil yuenslii 1 Bpau McCully K. S.
OTMETUJ, YTO Yy JIIOJEd C BBICOKUM YPOBHEM T'OMOLIMCTEMH B CBHIBOPOTKE KpPOBHU
OTMeUaroTcs 3aboJieBanus aprepuil. Uepes aBa roja ObLIO CIEIaHO eIle OJTHO BaXKHOE
OTKpBITHE, OOHapy>KeHa MaTOJIOTUs, MPU KOTOPOM CHMXkaiCS (EPMEHT HUCTATUOHUH-
OeTa-cuHTeTa3bl. DTOT (DEepMEHT HEOOXOAMM B IIPOIECCe METAa0O0JM3Ma TOMOIMCTECHH.
[Ipr ATOM KIMHUYECKH Yy TaKUX OOJBHBIX HAOJIOAATNCh YMCTBEHHAsi OTCTalOCTh,
nedopMaivisi KOCTHOM CHUCTEMBI, OBICTPOE€ BO3HHUKHOBEHHUE M TIPOTPECCHPOBAHUE
3a00IeBaHUN cepAIla U COCYAOB C Pa3BUTHEM TSKEIBIX COCYAMCTBIX KartacTtpod.
OOBIYHO JaHHBIE COCTOSIHMUSI BO3HHMKaIXW B Bo3pacte 10 30 JeT ¢ MochHeayroluM
pa3BUTHEM JIETalbHBIX HUCX0H0B. IIpomomxas u3y4yaTh [€MCTBHE TOMOLMCTEHH Ha
opranuzMm uenoBeka, B 1975 r. McCully cdopmupoBan KoHIENIHIO, KOTOpas
TpaKTOBaja, YTO TOMOIIMCTEHH BBICTYIIAET B POJIM OCHOBHOT'O BEIIECTBA, MIPUBOISIIETO
K aTepOCKJIEpOTUYECKOMY TMOpPaXXEHHIO0 cocynoB. MccienoBaHus, NpPOBOAUMEIE B

HACTOAIICC BPpEMA, JOKA3bIBAIOT 3TOT (baKT, U IIOATAJIKHBAIOT HAC Ha 0oiee ACTAaJIbBHOC
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u3ydeHue 3Toi npobnemsl [7; 44; 88].

@onaTHBIN UK M1 META00JIU3M ITOMOIMCTENHA

OgHuM M3 caMbIX CIIOKHBIX, KAaCKaJIHbIX IPOILIECCOB B OpraHU3ME 4YeJIOBEKa
cuutaeTcsa gonatHpiid Uk [103; 105; 113; 126]. Ero pa6oTa mpoxoauT o1 KOHTPOJIEM
dbepMeHTOB, TIE€ B KadecTBE KO(PEPMEHTOB BBICTYNAIOT AKTUBHBIE META0OIUTHI
ButamuHa B9 (ponmeBoit kuciaoter). CTpyKTypHasi KOHCTPYKIIUSI 3TOTO BEIIECTBA UMEET
JI0OCTATOYHO CJIOKHOE CTpOoeHHE. B ee cocTaB BXOAAT MOJIEKYNBI ITEPOUTHON KUCTIOTHI
W OCTaTKM TJIIOTAMHUHOBOM  KHCIOTB. K  mpoaykram, KOTOpble  OOraThl
BOCCTAHOBJICHHBIMU TPUPOAHBIMU TOJIUTIIOTAMAaTaMH OTHOCATCS: (PPYKTBI, JTPOXKAKH,
NEYeHb, a OCOOCHHO CBeXas 3eleHb. MEpPMEHT NTEePOUIOIUTIIOTaMaT-TUIPOIa3a
pacuieruisieT JaHHBIE BEIIECTBA JO MOHOMEPOB-TJIFOTOMATOB, BCAaChIBAHHUE KOTOPBIX
MPOXOJIUT B MPOKCUMAJILHOM OT/iesie kulneuHuka [61]. Tlocne aToro oHu nogsepraroTcs
BOCCTAHOBJICHUIO 70 TeTparuapodonata v 00JI1alaloT BBIPAKEHHOM OMOJIOTHYECKON
aKTUBHOCTHIO.

[Tocnemyromue mporeccsl MEeTeIUpoBaHus (HOIATOB MPOJOHKAOTCS B KIETKaX
CJIM3UCTON 0OOJIOUKM TOHKOTO KHUIIIEYHHMKA M B pe3yJbTaTe 00pa3yeTcsi COeTMHEHHE S-
metuiarerparuapodomnara (5-CH3-THF), kotopoe 3areM mnepexoauT B CHCTEMHBIM
KpOBOTOK. BHyTpm kileTku S-metmnrerparuapodoiaTa BBICTYIIaeT B PO JTIOHOpA
METWJIBHBIX Tpynm U Terparuapodornarta. bazoBoit dyukmmeit Tterparuapodomara
SBJIICTCSI B3aMMOJICUCTBUE C MHOXECTBEHHBIMH MOHOYTJICPOJHBIMU (PparMeHTaMH,
npeBpamiasch ~ 3aTéM B pa3iuyHble  npou3BogHble  (omatoB (5,  10-
metuneHTeTparuapodonar — 5, 10-CH2-THF; 5, 10-metununterparuapodonar — 5, 10-
CH-THF;  10-popmunrerparugpodonar —  10-CHO-THF). MHorouucieHHbie
BHYTPHUKJICTOYHBIC PEAKIIMU TPOTEKAIOT TPHU YYACTHH PA3IAYHBIX MPOU3BOIHBIX
¢dboaToB, KOTOPBIC BBHITIOJHSIOT (PYHKIIUU CHENHAIBHBIX KodepmeHTtoB. CuHTE3
NyPUHOB M MHPUMHUIMHOBOTO OCHOBAHHWS THMHHA IMPOTEKAeT MpU HMX ydacTuu. [lpum
cunte3e MetuonnHa u3 'L Tpebyercs mpucyrcrBue 5, 10-metunenterparuapodosara u

S-Mmetunterparuapodonaata. AT MEXaHU3Mbl OTHOCATCS K MPOLIECCY PEMETUIMPOBAHUS
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B oomene I'L] [41; 61].

PacnonoxeHHbIi B UTOIIa3Me KIETOK (epMEHT — MeTHOHUH — cuHTaza (MTR)
— SIBIIIETCS. OCHOBHBIM MpHU TpaHCPoOpMalMu TOMOLMCTEMHA B METHOHUH [61; 149].
PaGoTa sToro ¢epmeHTa HEBO3MOXKHA 0€3 yJacTHs METUIKOOAIAMIHA U TIPOU3BOTHBIX
ButamrHa B12 [17]. OcHoBHOU (yHKIMEN MeTuiIKoOanaMuHa SIBISETCS MEPEHOC
METWIBHBIX Tpymi, Onaromapst kotopeiM ¢epmeHT MTR mepectpamBaer MoJeKyiIy
roMoIicTenHa B MeTuoHuH. [Ipu okucnennu kobanamuna gpepment MTR mepexoaut B
HeakThuBHOE cocTostHue [17]. JImst ero oOpaTHOro BOCCTaHOBJIEHUSI B aKTUBHYIO (popmMy
HEOOXOaUM JApyrol ¢epMeHT (oNaTHOTO IMKIa METHOHUH-CHHTa3a-peayKTas3a
(MTRR) [3; 113]. C ero yuyacTHeM MpOTEKAIOT W JIPYTHUE PEaKIMH METUIMPOBAHUS
BemectB B opranmsme: [IHK, PHK, dochomunumos [61]. BaxkHyto poisib BBINOIHSIET
dbepment 5, 10-meruneHrerparuapodosiarpeaykrasa, npu ero ydactuum 1]
TpaHcpopMHUpyeTcst 0OpaTHO B METUOHUH. Ero oCHOBHAsI ()yHKIIMSI — 3TO BOCCTAHOBUTH
5,10-metunenrerparuapodonar g0 S-mermnrerparuapocdonara [61]. s
pemerenupoBanusd 'L HEOOXOAMMBI METHIIbHBIE TPYIIIbI. JTOT (PEPMEHT BBHIMNOJIHSIET
poJIb mepeHocuuka 3TUX rpynn. [IoMuMo 3Toro, B OpraHm3mMe HMMEIOTCS €Ile JBa
MexaHuszma peMmerunupoBanus ['1l. O6a onu npoTekaroT B neueHu. [Ipu nepsom nytu B
KayecTBe cyOcTpaTa METUJIBbHBIX TPYIII UCHOJIb3yeTcsl OeTauH, IpU B3aUMOJCHCTBUM C
(GepMEHTOM TOMOLIUCTEMHMETHIITPAHC(EpPa3bl OH OTAAET OT ce0sl METHJIbHBIE TPYIIIIBL.
B MexaHu3Max BTOPOro MyTH OCHOBHBIMHM BEIIECTBAMHU BBICTYHAE€T IUCTEUH, €TI0
IPOMEXKYTOYHOE COCJMHEHHE IUCTaTHOH M OSH3UM IIMCTAaTHOH — IMCTaTHOH-D-
cuHTeTa3bl. [laHHas peakuus MPOTEKaeT MPU Y4acTUU KO(EepMEHTa, poJib KOTOPOIo

BBINOJIHSAECT BUTamMuH B6 [17; 21; 75].

HpI/I‘II/IHbI IMOBBIINICHUA TOMOLIMCTENHA

[lo pe3ymbraraM MEAMIIMHCKUAX WCCJICIOBAHUN, 4YacTOTa OOHApYXKEHUS
TUIIEPTOMOLIMCTENHEMUN B YEJIOBEYECKOW MOMYJSILMU cocTaBisieT okoio 5% [3]. Ilpu
TOM OTMEUYAETCS] TEHJICHIMS K CYIIECTBEHHOMY YBEIMYEHHIO 3TOr0 IOKa3aTens y

JToJed ¢ pa3auuHbIMU - 3a0osieBaHMsIMU. [lOBbIIIEHHE YpPOBHS TOMOLIMCTEMHA B
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OpraHu3Me MOKET MPOUCXOAUTH B pe3yJIbTaTe MHOTOUYHUCIICHHBIX MpUyuH. VX nelicTBue
HaIpaBJICHO HAa HapyUIEHHWE €ro MeTaboju3Ma, 4TO MPUBOJUT K €ro M30BITOUHOMY
HaKoIJIeHut0. bosbloe BiIMsiHUE HA €ro YPOBEHb OKa3bIBaeT NMuleBoil ¢haktop. Huskoe
cColep)KaHWE B palMOHE BUTAMUHOB Trpymnmnel B Hapymaer pabGoTy depmeHTOB
dbosaTHOTrO LMKIA, YTO BIAMSET HA OOMEHHBIE MPOIIECChl TOMOLUCTEUHA U MPUBOJIUT K
€ro MOBBIIIEHHOMY cOJiep:kaHuio. [10 TaHHBIM HEKOTOPBIX JIUTEPATYPHBIX UCTOUYHUKOB,
OKOJIO 2/3 BCeX BBISIBICHHBIX CIy4YaeB MOBBIIICHHOTO YPOBHS FOMOIIMCTENHA CBA3AHO C
HEJIOCTaTOYHBIM KOJIMYECTBOM (DOJIMEBOM KUCIOTHI, MEPUTOKCHHA U IMAHOKOOAIaMiHa
B CyTouHOM panmone nutanus [38; 39]. [ledekts MeTabommu3Ma TOMOIMCTENHA MOTYT
HOCUTb M TE€HETHYECKU OoOycioBjieHHble MexaHu3Mbl. Ha 100 Thic. HOBOPOXKIECHHBIX
npuxoaurcst 1 ciyyail BpOXKIEHHOW TOMOIIMCTEMHYPUU B COUYETAHUU C IMOBBIIIEHHBIM
YPOBHEM T'OMOIIMCTENHA B CBIBOPOTKE KPOBU. ITO COCTOSIHHE BCTPEUAETCS Y TOMO3UTOT
C HHU3KOM aKTUBHOCTHIO (epMEHTa LUCTATHOH-D-cuHTeTa3bl. KiMHMKA JTaHHOTO
3a00sIeBaHUs XapakTepu3yeTcs AedopMalisiMu CKelleTa, aHOMaJTUsIMUA Pa3BUTHS IJ1a3, B
50% cnyuaeB HaOmonaroTca (OPMUPOBAHHME YMCTBEHHOM OTCTallOCTH, pPaHHUE
MPOSIBIICHUSI aTEPOCKJIEPO3a, KOTOPBIE MAIOT OCJIOKHEHUS B BHJAEC HapYLICHHI
MO3TOBOI0 KpoBooOparieHus u uudapkra muokapaa [139; 156; 167].

PsioM oTedecTBEHHBIX M 3apyOEKHBIX aBTOPOB OTMEUEHO, YTO HOpPMAaJbHBIC
3HAUEHUS YPOBHS TOMOIIMCTEMHA MOTYT HAXOIUThCS B JOCTATOYHO OOJIBIIIOM
uanaszoHe. JTOT nokasarenb coctaBisieT 10-11 mkmons/a. Jpyrue aBTopsl mosararor,
YTO HOPMAaJIbHbIE 3HAYECHUS YPOBHS TOMOIIMCTEWMHA JOJDKHBI COCTaBIATH 5-15
MKMOJIb/JI. CTOUT OTMETUTh, YTO TIOKa3aTelid TOMOILMCTEMHA B TEUYEHUE >KU3HU
HEIMOCTOSIHHBI, OTMEYAETCSl TEHJICHLUS K UX MOBBIIIEHUI0. DTO COCTOSTHUE MOXKET OBITh
OOyCJIOBJIEHO CHWXEHHEM JKCKpeTopHou (yHkiuu mouek [44; 60]. Uccmenomanwus,
npoenennsie B CIIIA Centers for Disease Control and Prevention, my0Omukyrot
JaHHbIE, 4TO Yy JAETel B Bo3pacTe A0 13 JieT HOpMasbHbIE MOKAa3aTeNIN FOMOIIMCTENHA
COCTaBJISIFOT 5 MKMOJIB/JI, B TIeprojie ITydbepTaTta — 7 MKMOJB/JI, @ Y B3POCHBIX JIIOACH —
5-21 MKMOJIB/NI. Y KEHILIMH BO BpeMsi OEPEMEHHOCTH OTMEUAETCS CHUYKEHUE YPOBHS
TOMOITMCTENHA, YTO CBS3aHO C YBeIIMUeHHEM 00beMa KpOBU B COCYIUCTOM pycie [44].

Bonbiioe KoanyecTBO paHee MPOBEACHHBIX MCCIIECIOBAHUN elle pa3 MOJATBEPKIAIOT TO
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00CTOSITEILCTBO, YTO TOMOIMCTEWH CIOCOOCTBYET BO3HHUKHOBEHHIO OOJBIIIOTO
KOJIMYECTBA COCYJIUCTHIX MATOJOTUM U 3a €ro HOpMaIbHbIE 3HAYEHUSI CTOUT IPUHUMATD
Oonee HU3KHUE MokazaTenud. OpraHu3aluy Mo JEYCHUIO U MPOPUIaKTUKE 3a00JIeBaHUM
CIIA myOnuKyrOT HaHHBIE O TOM, 4YTO pedEepeHTHBIE 3HAYEHUS TOMOLUCTEHHA Y
JKEHIIIMH B Bo3pacte A0 60 JIeT JOJDKHBI COCTaBIATh 4,5-8,1 MMONB/1, a Y MY>KUHUH —
6,3-11,2 mxmoub/n [44]. I1ocKOJbKY HET TOYHBIX JAHHBIX O HOPMaJbHBIX 3HAYCHHUSIX
TOMOIIUCTEMHA B IIa3M€ KPOBH, MOHSATHE «TUMEPTOMOIMCTCUHEMUS HE MOXKET OBITh
000CHOBaHHBIM U TMpaBoMepHBIM [44]. Ha cerogusuiHuii MOMEHT BPEMEHH €CTh TOJIbKO
MPEANOJIOAKEHUSI O TOM, YTO TMIEPTOMOLMCTEMHEMHUS] Pa3BUBACTCA NP TOBBIIICHUH
TOMOLIUCTENHA B CHIBOPOTKE KpoBU Oosiee 15 mxmounb/i. [lokazatenn 1o 30 MKMOJIB/I
cuuTaroTcsi ymepeHHbiMu, 30-100 MKMOJIB/T — MPOMEKYTOUHBIMH, a 3HAYeHHsS OoJee
100 MKMOJIB/JT TPAKTYIOTCS, KaK TsDKEJI0e TeueHue rurnepromonucrenaemun [30; 120].

Pa3BuTHe ymepeHHON rUNeproMOIUCTENHEMUH IPOUCXOAUT ITPU BOSHUKHOBEHUU
TSOKETBIX (YHKIMOHATBHBIX OTKJIOHEHUH IMOYEK M MaJloro KojudecTBa (oJIaToB,
IIOCTYNAOIINX B OPraHU3M 4esloBeKa [44].

MexaHu3Mbl Pa3BUTUSA TUIEPrOMOIMCTENHEMUU OYEHb YacTO MOIYT HMETh
HACJICJICTBEHHYIO TPEIPACIIONOKEHHOCTh [96]. Metabonu3m (QoyreBOil  KUCIOTHI
MpOTEKaeT Npu ydacTuu psga pepmenton [31]. BaxxHoe MecTO B HEM 3aHHMAET YH3UM —
MTHFR. TIlpu ero HempaBuwibHON pabOTe OTMEYAeTCs HapacTaHUE YPOBHS
roMouucrenHa [44].

['eTepo3urotrHoe HOCUTENHCTBO moduMopdHOro Bapuanta 677 C CHUXKAET €ro
paboTy U YMEHBIIIAET MoKa3aTeau akTUBHOCTH Ha 30%, a TOMO3UTOTHOE HOCUTEIBCTBO
— Ha 70%, maHHOE COCTOSIHHME YCYTryOJsieTcs MpU YMEHbIIEHUU (DOIATOB B MUILEBOM
palyoHe ¥ MPUBOAUT K TOBBIIICHUIO YPOBHS TOMOILMCTEHHA B opranusme [177; 178;
181].

I'omosurotasie Bapuantel MTHFR C677T u A1298C BoisaBisitorest B 10-16% u
4-6% — B eBporeiickoi momysuu [195].

[TorpemHocT B paluoHe MUTAHUS MOTYT MPUBOJUTH K PA3BUTHIO ACHUIIMTHBIX
COCTOSIHUM M CHUIKEHHUIO COJIEpXKaHWUsI BUTAaMUHOB Tpymmbl B B opranusme, 4to B

COBOKYITHOCTH C MyTallUsIMHA (1)€pM€HTOB q)OHaTHOI‘O NUKJIa IIPUBOAUT K
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MaTOJOTMYECKOMY HAKOIUICHUIO TOMOLIMCTeMHa B Iuia3me kpou [S1; 73]. Ilpu
YIOTPEOJICHUH MHINA 0OTaToi OENKOBHIM KOMIIOHEHTOM B UYEJIOBEYECKOM OpTraHU3Me
OTMEYaeTcs TMOBBIINICHUE cojaepxkaHusi romouucrenHa ot 10 go 15%, ocobenHo B
BeuepHUE vachl. JlyiTenbHas Tepanmus TaKUMU JIEKAPCTBEHHBIMH MperaparamMu Kak:
OMEMNpa3ojl, METUJIIPEIHU30JI0H, TEOPWUIMH, METQOPMHUH, UUKIOCIOPUH A,
W30HUA3MU, CylbpaHuIaMuibl, (uOpaThl, HUKOTMHOBAS KUCIOTA, aHTaroHUCThl H2-
pELEnTOpOB, JIEBOJION, KapOaMa3enuH U JIp. CIOCOOCTBYET HApYIICHUIO METadoIu3Ma
'] u mapymraer pabory ¢onatHoro nukia [116; 146; 157; 158; 160; 170].

['unepromonmcrennemus (I'TTL) MoxeT ObITH OOHApY)KEHA Y JIMI] C IMATOJIOTHEH
SHJOKPUHHOW CHCTEMBI, MPU OHKOJIOTUYECKUX M AyTOMMMYHHBIX 3a00JIeBaHUSX, a
TaK)Ke€ MpU HAIMYUU BPEIHBIX MPUBBIYEK (KYypEHHUE, aKOTOJM3M). Y JIHI[ KEHCKOTO
nojia OJHa BBIKYpEHHAasl CUTrapeTa B CYTKU IMOBBIIIAET COJIEP)KAHUE TOMOIMCTEHHA Ha

1%, a y myxckoro nosia — va 0,5% [135; 136].

IIaTorennoe HeﬁCTBHe ITMIIEProMoumMCcTCHHEMHUN HA OPTraHbI

CEePAEYHO-COCYTUCTOH CUCTEMBI U HEHTPAJbHON HEPBHOM CUCTEMBI

Pa3BuTHE TOKCHMYECKOTO MAEWCTBUS TOMOIIMCTEMHA pEaau3yercsl MpH y4acTUU
HEKOTOPBIX OMOXMMHUYECKUX MEXAaHU3MOB, KOTOPBIE, B CBOIO OuYepedb, HapyIIaloT
paboTy KIETOK 3HAO0TeNnus cocyaoB [61]. B nuteparype umerorcs: JaHHbIE O TOM, YTO
pa3BUTHE aTEPOCKIIEPO3a U CKIOHHOCTh K TPOMOOMUIUSIM 00yCIIOBIEHBI TTOBBIIIIEHHBIM
ypoBHEM romonuctenna [17; 48].

CMech THONAKTOHA W JOHUCYIb(UIOB TOMOLMCTEHMHA OOpa3ylOT TOMOLMCTHH,
KOTOPBIN, B CBOIO OUYEpellb, SABJISETCS MPOIYKTOM MeTaboim3Ma roMoructenHa [148].
OTU coeIMHEHUs 00J1a/1atl0T BICOKUM MOBPEKAAIONIMM MMOTEHIIMAJIOM U JACHCTBYIOT Ha
OHAOTENUN COCyNOB. [ TaKOMBIIIIEYHBIC KICTKA M KOMIIOHEHTHI CyOIHI0TEINATLHOTO
MaTpUKCa OTOJIAIOTCS W 3aIyCKAIOT MEXaHHW3MbI MOBBIIICHHOTO TPOMOOOOpa3oBaHUS.
Makpodaru, 1eHAPUTHBIC U IPYTUe UMMYHOKOMITIETCHTHBIE KJIETKH MOTYT 3aXBaThIBATh
MPOAYKTHl coenuHeHust '] numonpoTenioB HU3KOW IUIOTHOCTH M THOJIAKTOHA, YTO

OPUBOAUT K (POPMHUPOBAHUIO «IEHUCTBIX KJIETOK». OJTH KIETKH JeXaT B OCHOBE
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3apokaeHusi arepomHon Osstmku [9; 13]. ['oMorucTenH oOKa3biBaeT BBIPAKEHHOE
TOKCUYECKOE M MYyTareHHOE JICHCTBHE HA TIIaJAKOMBIIICYHbIC KIeTKH. OHU HAYMHAIOT
aKTUBHO TMpoJsiudepupoBaTh M CHOCOOCTBYIOT emie Oojee AaKTUBHOMY HPOIECCY
oOpa3oBaHUs aTePOCKICPO3HBIX Osimek [17; 32].

OHJIOTENUAIbHbIE KJIETKH COCYIOB BBIIIOJHSIOT MHOXECTBO  Pa3IUYHBIX
GbyHKIUMIA, B TOM YUCIIE U B cUCTeMe TemMocTaza. OHM perylupyroT MPOLECChl COCTOSHUS
COCYJIUCTOTO TOHYCa, MEXaHU3Mbl MUIpAIlMM KJIETOK KpOBU. BO3HUKHOBEHUE
HHAOTETUANBHON AUCHYHKIMUUA BbI3bIBACT AUCOATAHC JTHUX MPOIECCOB U HAPyLIAeT
TpouKy, MpOIEcCChl Ta3000MEHAa pA3IMYHBIX OPraHOB W TKaHeW. [loBwimeHne
MPOIIECCOB CTAPEHUS SHIOTEIUATBHBIX KJIETOK M MX allONTO3bl SBISIOTCA PE3YIbTaTOM
MOBBIIEHHOTO YPOBHS romMonucTenHa [6; 50].

Bbicokuii ypOBEHb TOMOIIMCTEMHA B OpPraHU3ME CIIOCOOCTBYET MOBBIIICHHON
aktuBariu XII u V (¢akTOopoB MmiIa3sMEeHHOro 3BEeHAa TeMocTa3a M H30BITOYHOMN
DKCIIpeccur TKaHeBoro (akrtopa. B pesynpraTe 4Hero NpoMCXOAUT HapyIICHUE U
3aMeyieHne 00pa30BaHMsI MHTMOMTOPOB KOAryJsIIMOHHOTO 3BeHa — aHTuTpoMmOuHa III,
npoterHa C, KOTOpBIE SBISAIOTCS MHTMOUTOPOM BHEIIHETO IyTH CBEPTHIBAHUS KPOBH,
CHIDKEHMSI aKTHUBHOCTH TpombOomonynuHa [24]. IlatoreHe3 aHHOTO COCTOSIHUS
3aJIeWCTBYET MPOIIECChI, HETIOCPEACTBEHHO CBSI3aHHBIE C TPOMOOIIMTAMU, MOBBIIIACTCS
WX arperallioOHHbIN MOTEHIHAIL.

[Ipy >TOM oOTMEYaeTCs CHWXKEHHME SHIOTSIHANIBHBIX (YHKIMN: YMEHBIICHUE
CHHTE3a pellakcupyromero ¢akropa u okcuaa aszora [73]. Ilpm  nelictBum
MOBPEXKIAIONIETO areHTa Ha SHIAOTEIHAIbHYI0 BBICTUJIKY MPOUCXOAUT H30BITOUHOE
BbIZieTieHue (akTopa BuinebOpanaa, 4YTO TPUBOAUT K YCYIyOJEHUIO CHUTyalluu
TpoMmbooOpaszoBanms [155].

Cpenu U3BECTHBIX IMATOTEHETHUYECKUX MEXaHU3MOB THUIEPTrOMOIIMCTEUHEMUN
BBISIBJICHO  YCWJICHHE  OKHCIHTEIBHOTO  CTpecca, pa3BUTHE  DHAOTEIUATBHOU
TUCHYHKIIMH C TOCIENYIONEeH THIEPKOoaryIsaiuel u pasBUTHEM TpoMO030B [24; 73].
Kak yxe Obu10 0TMEUYEHO, TOMOIMCTENH CIIOCOOCTBYET MOBPEKICHUIO SHIOTEIHATIBHON
BBICTHJIKM ~ COCYIOB. [3-3a  HemocpeACTBEHHOTO  BO3JEHCTBUS HAa  (PAKTOPHI

TpoMO0OOOpa30BaHMsI MPOUCXOAUT YCUJIIEHHWE CBEPTHIBAEMOCTH KpoBH [44]. 3amyck
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MPOIIECCOB  MHUKPOTPOMOOOOpa3oBaHMsI B MATOYHO-IIIAIICHTAPHOM  KPOBOTOKE
CIIOCOOCTBYET Pa3BUTHIO BHYTPHYTPOOHOH THUIIOKCHH, U B 0OOJ€e TKEIBIX CIIydasx
MOJKET IpUBECTH K rudenu miona [29; 44;97].

B xpymHBIX MOMYyJISIMOHHBIX HCCIIeqOoBaHUAX, TpoBeneHHbIXx C. Bousheu u
coaBTopsl (2003), ObUIO YCTaHOBJIEHO, YTO «...MOBBIIICHUE YPOBHS T'OMOIIMCTEHHA B
CBIBOPOTKE KPOBH 0OoJjiee 4eM Ha 5 MKMOJIB/JI TIOBBIIIAT PHUCK PA3BUTHS TSKEIBIX
COCYIUCTBIX OCJIO)KHCHHH, TakKuX Kak HWHGPApPKT MHOKapAa W OCTPOE HAPYIICHHE
MO3roBoro kpoBooOpamieHuss Ha 33%. Ilo cremneHd 3HAYMMOCTH COIMOCTABUMO C
MOBBIIIICHHEM YpOBHs XojectepuHa Ha 0,5 MkMoub/m» [44].

Bricokue mokazaTenu CMEPTHOCTH TP 3a00JIEBAHUSIX CEP/lla U COCYJIOB UMEIOT
B3aMMOCBSI3b C BBICOKMM YPOBHEM TIOMOIMCTEHHA. OJTH JaHHBIE MOJTBEPKIAIOTCS
pabotamu Blachera u coaBropamu (2002 r.). B cBouX uccleqOBaHUSIX OHU MPUAAIOT
TOMOIIMCTEMHY OCOOYI0 I[EHHOCTh M BBISBISIOT €r0 B3aUMOCBSI3b C PA3IMUYHBIMU
3aboneBanusiMu. [IpunaBas emy Takoe xe BecoMoe 3HaueHue, kak CPb u mokazarens
CHUCTOJIMYECKOTO JaBicHus [44].

['omorucTenHn o6yanaeT MPOKyoaryJsiiiMOHHBIMUA CBOMCTBaAMH, Ha 3TOM (poHe
OTMEYAeTCsd CHIWKEHHWE AaKTHUBHOCTH renapuHa v aHtutpomoOuna lll, a akTuBHOCTH
TpoMOMHAa  moOBBIIaeTCs. Puck  pa3Butus TpomOO3a  BCIEJCTBUME  pa3phbiBa
aTepOoCKIIepOTHUUECKON OJsiku yBenuuuBaercs [44; 94; 110].

Uccnenosanusi, nposeaeHusie B. M. IllmeneBoit u coaBTtopamu (2010 r.),
PACKpbLIM CUCTEMY T€MOCTa3a y JIFOAEH ¢ BBICOKUM YpOBHEM romouuctenHa. [Ipu stom
y 9TUX MAIMEHTOB OTCYTCTBOBAJIU KJIMHUYECKHUE MPOSBICHUS 3a00JI€BaHU, CBI3aHHBIC
c rumneproMmonucrenHemMuei. Ix paboOThl JOKa3bIBAIOT MOBBIIICHUE MPOArperaHTHBIX
CBOMCTB TpoMOomuTOoB. KpoMe TOro, OHM YCTaHOBWJIM, YTO Yy JTHX JIOJed OBLIO
BBISIBJICHO TIOHM)KEHUE AaKTUBHOCTH €CTECTBEHHBIX KOAryJsHTOB U TIOBBIIIICHUE
nporieccoB pubpuHoan3a [44].

['omorucTenH y4acTByeT B OpraHu3Me B OOJBIIIOM KOJMYECTBE PAa3TMYHBIX
OMOXUMHYECKUX MEXaHU3MOB. OIHUM M3 TaKUX MEXAHU3MOB SBJISIETCS OOpa3OBaHUE
OKcHJia a3zora. [unmeproMouUMCTEMHEMHS] TOPMO3UT JEHCTBUE OKCHAAa a30Ta Ha

crienupuYecKre perenTopbl ¥ MPUBOIUT K CHIDKEHHIO €ro 0noaocTynHoCcTH. [Ipu sToM
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nepudepudyeckie TKaHW CTAHOBATCS MEHEEe UyBCTBUTENbHBbIE K HeMy. B
KApAUOJIOTHYECKOW MPAKTUKE HCIOJIb3yeTCs OONBIIOE KOJUYECTBO IPEMAPATOB,
KOTOpBIE B CBOEM COCTaBE COJIEPXKAT JICUCTBYIOIINE BEIIECTBA HA OCHOBE OKCHJA a30Ta.
[Tpu »Tom ux Qapmakonorndeckuii 3HPEKT CTaHOBUTCS MEHEE BBIPAKECHHBIM [24; 44;
78].

[luranue OemHoe mo cBoeMy coctaBy ButamuHamu Bl, B6, B9 u Bl12 u
NOBBIIICHHBIE ~ TIOKA3aTe€d  TOMOLMCTEMHA  YBEJIWYUBAIOT  PUCK  Pa3BUTHUSA
1epeOpoBacKyIspHBIX 3a0oieBaHuil. MccienoBanus, NMpOBEIEHHBIE PSAJIOM aBTOPOB,
MOJITBEPXKIAIOT TOT (PakT, YTO BBICOKHE IH(PHI TOMOIMCTEHHA B IUIa3ME€ KPOBU
HAXOJATCA B MPSIMOM 3aBHCHMOCTH CO CTEIEHbIO U3MEHEHHS MOJKOPKOBBIX CTPYKTYD,
nopaxasi UX COCyAbl MUKPOLUPKYJISLIUU, TEM CaMbIM BbI3bIBas JJAKyHapHbIE NWH(MAPKTHI
U 1nopaxas Oosbliie OOBEMbI O€JI0ro BEIIECTBA Yy IMALHUEHTOB C SABJICHHUSIMU
aTepockiueposa [27; 73; 122].

[Ipu npoBeneHnn aHain3a 00CEpPBAIIMOHHBIX MCCIIEI0BaHUM, KOTOPBIE BKIIIOYAIN
16 Thic. ucTOopuil OOJE3HHU, ObUIM MOJTY4YeHbl (AKTBl Ha OCHOBE KOTOPBIX CHEJaHBI
CJIEIYIOLME BBIBOJBI: 3TO YBEJIMYEHUE NTOKa3zaresel Ha 25% OT HOpMaJIbHBIX 3HAaYEHUH,
MOBBIIIEHNE PHUCKAa pealn3aluMd HUHCyinbTa Ha 19%. Pan uccnemoBaHuil mokasanu
B3aMMOCBSI3b ITOBBIIIEHHOIO YPOBHSI TOMOLIMCTENHA C Pa3BUTUEM HEKOTOPBIX MOATHUIIOB
WIIEMUYECKOTO MHCYJbTA y neteil [44; 182].

LepeOpanbHbie MUKpPOKPOBOTEUEHUS, YBEJIMYECHHE NEePUBACKYIISIPHBIX
IPOCTPAHCTB BO3HUKAIOT HAa ()OHE MOBBIIIEHHOTO YPOBHS TOMOLIMCTENHA, ITO SIBIISIETCA
JI0Ka3aHHbIM (pakToM [16].

CrnenoBaTenbHO, YUUThIBas OOIIMPHBIN MEpPEYeHb MATOJOTMYECKUX COCTOSHHM,
KOTOpBIE  SIBISIOTCSL  CJIEACTBUEM THMIEPrOMOLIMCTEMHEMHUHU, MOXKHO NPUATH K
3aKJIIOYEHUI0 O MOTPEOHOCTH JAJIbHEWMINEro IMO3HAaHUS MATOT€HHOTI'O BO3JCUCTBUS
TOMOIIMCTEMHA Ha OpraHU3M 4YeJOBeKa JJsl MPOBEICHUS PaHHUX MPO(UIAKTUYECKUX
MeponpusTud 1o npenynpexaeHuto ['T1-uHaynupoBaHHOTO MOBPEXIACHUS KIIETOK
[30]. Ha »TomM ¢QoHe BO3HUKAET HEOOXOAMMOCTH B MPOBEIECHUU CKPUHHUHTOBOIO
oOcieoBaHUsl TAIMEHTOB W3 TPYNI pUCKa (CepAeYyHO-COCYIUCTasi MaToJOorHs,

HapylieHus: MeTaboau3Ma, 3a00JIeBaHUs IUTOBUIHOM JKeJie3bl, 3a00JIeBaHUS IOYEK,
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ayTOMMMYHHBIE 3a00JI€BaHUs), YTO HEOOXOIUMO JIeNIaTh C MEpUoa HOBOPOKIECHHOCTH
[79]. VYuuthiBas TO OOCTOSITEIBCTBO, YTO TOMOLIMCTEMH NaryOHO BIMSET Ha
dbopMupOBaHUE IIEHTPAJIBLHONW HEPBHOM CHCTEMBI, MPOBOIUT K (POPMHUPOBAHHIO
XPOMOCOMHBIX aHOMAJIMH y 1044, ONPEACIICHUE €r0 YPOBHSI HEOOXOAMMO BKIIIOUUTH B

MpeHaTaIbHYIO0 IUarHocTuky [8; 30; 123].

1.4 UccaenoBanus KayecTBA »KU3HU Yy JieTeil

KauectBo xkwm3uum (KXK) — »53To0 wuHTerpanmbHas XxapakTepUCTHKA, KOTOpas
OCYILECTBJISIET COIMAIbHOE, (U3UYECKOE U MCUXOJOTrhYeckoe (yHKIIMOHUPOBAHUE
nanuenTa [43; 151]. KauecTBo W3HU ONpEnesstOT B COOTBETCTBUU C MPUBEAEHHBIM
onpeaeneHueM 310poBbsi BO3, kak HHAMBUAYAIBHOE COOTHOIIEHUE YEIIOBEKOM CBOETO
MOJIOKEHUSI B KU3HMU (KyJIbTypa, IEHHOCTH, IUJIaHBl W 1€ JIaHHOTO WHAMBHUJA,
BO3MOXKHOCTSIMU M CTE€TIeHbIO HeycTporcTra) [107; 186].

AKTHBHOE H3y4Y€HHE OCHOBHBIX NpPOOJEM KadecTBa XWU3HM Hadanoch B 60 IT.
MPOIIIOro Beka B 3amnaaHoit yactu EBpomnbl 1 AMepuku. OcHOBHBIE (yHIaMEHTAIbHbBIE
OCHOBBI A3TOTO HampaBjieHUs] ObUIM 3aJI0KEHBI KjaccuueckuMu ¢uiiocodpamMu TOTO
Bpemenu I'. 3ummenem, M. BebGepom, 3. [ropkrefiMmoM. OHU H3ydald OTHACIbHBIC
COCTaBHBIE YACTHU KaueCcTBa >KU3HU [152].

TepMUH «KauecTBO KU3HWY», KaK OT/AEJIbHAs CTPYKTypa, CHadajia 000CHOBAJICS B
MOJINTUYECKON chepe U 3aTeM MOCTENEHHO MPUOOpeN HAyYHYI0 HAIpaBJICHHOCTh. [1pu
MOMOIIIM ATOTO METOJIa YYEHBIE U3YYalIu T€ COCTABJISIIOIINE YPOBHS KU3HU, KOTOPHIE HE
BOIIJIM B KPUTEPUU CTAPBIX YPOBHEH, MOATOMY OHM HE MOTJIHU OBITh MPUHSATHI UMHU BO
BHUMaHHe. B camom oOmeM MOHUMAaHUU «KAa4eCTBO J>KU3HU» — COIMOJIOTHYECKas
KaTeropus, BbIpaXkarollas KauyeCTBO YJOBJICTBOPEHHUS MaTEPUATbHBIX U KYJbTYPHBIX
notpebHOCTEH Mroaei [12].

B 1947 romy B cratbe «KnuHuyeckash OIIEHKAa XUMHOTEpANUH TPU PaKE»
npodeccop Komymobuiickoro yuuepcutera B CIIIA D. A. Karnovsky BnepBbie BBen
TEPMUH «KAY€CTBO >KU3HW», KOTOPBIM OCHOBATEIBHO 3aKPENUJICA B MEIUIIMHCKOU

cq)epe. HepBLIMI/I MmagueHTaM, y KOTOPBIX HPOU3BOJHIIM OLHCHKY KadCCTBa XKMW3HU B
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MeUITMHE, ObUTH OOJIBHBIE C OHKOJIOTUYECKUMH 3a001eBaHUsIMU. Torna ObUTH ClemaHbl
MIEPBbIC 1Iard B CTAHOBJICHUHM HOBOM HAay4YHOU OTpAC/IM O Ka4eCTBE KU3HU B 11eJI0M [98;
109; 154].

B TedeHuwe mnocnemHUX JAECATH JIET MPOCIEKUBACTCS TEHACHIUA K POCTY
HapylIeHUH 30POBbS U YBEIWYEHHE UHUCICHHOCTH JIIOJCH C XPOHUYECKUMU
3a00JieBaHUSIMU. YPOBEHb CMEPTHOCTH JeTeld B Bo3pacTe OT 5-14 yer ocraercs
JIOCTAaTOYHO BBICOKMM. OTH (aKTBl CIOCOOCTBYIOT BO3HMKHOBEHHIO HOBBIX,
HEeO0J1aronoay4YHbIX, MEIUKO-COIIMATBHBIX MOCIEACTBUNA. DTH MOCIEICTBUSI CTAHOBITCS
poOIeMOi ISt KaXKI0To pedeHka U rocyaapcTna B 1iesnoM [8; 108; 133].

OpHolt W3 OCHOBOIOJIATAIOIIMX 33/7a4 CHCTEMbI 3/PaBOOXPAHEHUS  SIBJISIETCS
U3y4YeHHWE U KOHTPOJIb 3JI0POBbSl  JIETCKOIO  HacelleHus, a  (yHAaMEHTaJIbHO-
OPUEHTHUPOBAHHBIE M TIPUKIAJAHBIE HCCIEIOBAHUS 3aKOHOMEPHOCTEH (POPMHUPOBAHUS
37I0POBBS U )KU3HEAEATEILHOCTH JIETEH JIeXKaT B OCHOBE HAy4YHbBIX pa0oT B nequarpuu [81].

brnaromapss mnpoBeneHUIO PETYISPHBIX, MEIUIUHCKUX, MNPOOUIAKTHUYECKUX
OCMOTPOB JIeTed MOXHO CJeJlaTh BBIBOJ 00 HX COCTOSIHUM 3/I0POBbS Ha
WHUBUyaIbHOM, TPYIIOBOM U TIOMYJISIIMOHHOM YPOBHE, YTO SBISETCS CaMbIM
JIOCTYITHBIM M JTOCTATOYHO WH(POPMATHUBHBIM METOJOM OILICHKU COCTOSIHUS 3J0POBbS
[47]. Cnenyer 3aMeTUTh, YTO MpPH ITOM OIIEHKAa COCTOSHHUS 3J0pOBbs JETel
BBITIOJIHSETCSI, HE TIPUHUMAsl BO BHUMaHUE MX COIMAJILHOE M JyXOBHOE OJIarornoiaydue.
HoBbIM KkpuTepueMm JaHHOW OIIEHKH IO MPaBy MOXKET CTaTh IOKa3aTellb KadyecTBa
xu3an (KXK) [98; 154].

N3ydenune kadecTBa *U3HU OUYECHBb aKTyaJbHO B O0JACTH MEIUATPUU, MTOCKOIbKY
MO3BOJISIET U3YYUTh 00JIe€ MOJHYI0 KAPTUHY O COCTOSIHUM 3710pOBbsi pedenka [77; 108].

[TonaTre KauecTBa >KU3HU CTaJl0 OTHOCUTEIBHO HEJABHO M3Yy4yaTbCsl y JETEU U
MOAPOCTKOB U SIBJIICTCSI OTHOCUTEJIBHO HOBOW OTPAC/IbIO0 KIIMHUYECKUX UCCIETOBAHUM.
PesynbpTaTel MccneqoBaHUil MO OMPEIEICHUIO YPOBHS KauecTBa KU3HH OOpaIaroT Ha
ce0s1 60TBIIIOC BHUMAHUE, @ B HEKOTOPBIX CITyYasX BBICTYIAIOT OCHOBHBIM IMOKa3aTeJieM
7 PEeKTUBHOCTH JICUCHUSI pa3IMUHBIX 3a0osieBaHuid. OIllEHKAa KPUTEPUEB KayecTBa
KU3HH MOJKET BBICTYyNaTh OJIHUM W3 OCHOBHBIX TIOKa3zareled TMpu HU3YYCHUU

3aKJIFOUNTENIBHBIX PE3YJIBTATOB JeUeHus [84].
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[Ipu ompeneneHny KadecTBa JKW3HU BpadaM U CHCIHAINCTAM APYTHX 00IacTei
MPUXOJIUTCS] CTAIKUBATHCS C HEKOTOPBHIMU TPYAHOCTSIMU. JTO CBA3AHO C TEM, YTO Ha
CErOAHAIIHUN JI€Hb CYIIECTBYET Majo€ KOJMYECTBO METOAUK, W JETH HHA4e
BOCIIPMHHUMAIOT COCTOSIHUE 3JI0POBbs, YEM B3pPOCIbIC, OCOOCHHO MJajlias BO3pacTHas
rpynna [40; 98; 114; 154].

B coBpeMeHHO# meauaTpuu OAHOM M3 BAKHEHINMX 3a/1a4 SBJISETCS U3YYEHUE B
Pa3JIMUHBIX PETHMOHAX HAIlleW CTPaHbl COCTOSIHUS 3I0POBbSI M OIIEHKH KAaueCcTBa KU3HU
KaK y 3/I0pPOBBIX, TaKk U 00IbHBIX feTei [40].

KadecTBo XKM3HM OXBaThIBaeT OOJBIION CHEKTP Pa3IUYHBIX OJIATOCOCTOSHUM:
MICUXO0JIOTHYECKOe, Pu3nueckoe u coruanbHoe Oarononyune. KonnuecTtBeHHas olieHKa
ATUX MEPEUYHUCICHHBIX COCTABIISIIOIIMX UMEET OYEHb BAXKHOE 3HAYEHUE JJISl MEIULINHBI,
BE/lb BJIIMSIHUE PA3JIMUHBIX MATOJIOTUM HAa HUX CHIDKACT MX MMOKAa3aTelid, YTO BJIMUSET Ha
MCX0J1 3a00JICBaHUS U BBIOOP MeTOaMKHU JieueHus [35; 40].

HccnenoBanus kayecTBa )KU3HU B IETCKON MPAKTUKE HANPABJICHO HA MOJIYYEHHUE
uHpOpMaIMu O TOM, KaK UJET BOCIPHUATHE OKpYKaroued HHPpopManuu peOEHKOM O
pa3MYHBIX cdepax ku3HHM oO1ectBa [57; 63]. OHM UMEIOT ISl HETO MPUHIUITHATBHO
BAKHOE 3HAYCHHME, BEAb IMPU HAPYUIEHUH TMPOILIECCOB BOCIPUSTHUS BO3HUKAIOT
npoOsemMsbl fanpHelero GyakuuonnpoBanus. OredecTBeHHbIN yueHbli HoBuk A. A. u
COaBT. BbICKa3ainu MHeHUE: «KauecTBO >KM3HM — 3TO HMHTETpajbHas XapaKTepUCTHKA
3I0POBbSI, OCHOBaHHAasi Ha €ro CyObEKTHBHOM BocIpusitun peOeHka» [92]. Ha
CETOJHSIITHUMN JIEHb UMEETCSl MaJio MH(OpPMAIUU O TOM, KaKO€ OTHOIIICHHUE K 370POBBIO
chopMUpOBAJIOCH Y JE€TEW, MPU ATOM OYEHb BaXHO MPOU3BOAUTH OIEHKY KadyecTBa
XKU3HU U Yy 310poBoro pedenka [53; 63]. B pesynbTaTe OJHUM M3 MPUOPUTETHBIX
HaIpaBJICHUI TPU WM3YYEHHHM KadyeCTBa JKU3HU OCTAETCS ONPEACIICHUE HOPMAalIbHBIX
nokasartelield 3J0pOBbsl C TOUKH 3pEHHUsI camMoro peOeHka u ero poauteneil. M3ydenue
KaueCcTBa U3HU Yy JIeTei B MOJIPOCTKOBOM BO3pAacTE€ OCHOBAHO Ha TOW K€ KOHIIEIIIHH,
YTO W B3pPOCJIOTO HaceieHus [63].

PazpabotanHasi Teopusi 0 340pOBbE, KAUECTBE >KU3HU CTajla BBHICTYNAaTh B POJIH
OIICHKU OTHOIIICHHS MAIIMEHTOB K OO0JIE3HU B 00JIACTH MPAKTUYECKON M TEOPETHIECKOM

MenuuuHbl [19; 99]. Tlpun momommy m3ydeHHs mapaMeTpoB KadyeCTBA YKU3HU MOXKHO
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CleNaTh BBIBOJ O COCTOSHUM (PU3UYECKOTO, COIMAIBHOTO, SMOIMOHAIBHOTO
Onaromonyyus, a Tak)Ke IPOAHATM3UPOBATH IIKOJBHYIO >XM3Hb pebenka [99]. B
mocJeAHee BpeMsl MCCIIeI0BaHus MOKa3aTesie KauecTBa >KM3HU CTaHOBUTCS Bce Ooliee
BOCTPEOOBAaHHBIM JIJI1 OILICGHKH TPOBEACHHBIX KIMHUYECKUX MCHBITAaHUA. YTOOBI
MOJIYYUTh BEPHBIC PE3yJIbTaThl OILICHKH METOJOB JICUCHHS HYXKHO Oparh B paboTy
COOTBETCTBYIOIIME IIKaIbl JUIsI XapaKTEPUCTHKU 3JI0POBbs, KadecTBa JKU3HH U
MOAXOJIAIILYI0 MeTo10JI0THI0 [67; 98; 99].

Paznuynbie  crmocoObl  OIEHKH KauecTBa JKU3HU SBIISIOTCS  HAJICKHBIMH,
CTaHJAPTU3UPOBAHHBIMU, BallUJHBIMU, Pa3paOOTAaHHBIMU B OIPEACICHHOM MOPSIKE
MeToJaMu, OJyiarogapsi KOTOPHIM MAIlMEHT MOXET BOCIPUHHMATh U  BBISIBISTH
MIPEUMYIIECTBA U HEJIOCTATKU OINPEICIICHHBIX MEIUIIMHCKUX BMEIIATENbCTB [67; 99].

CornacHo pexkoMenmamusiM mno Hajnexameit kinHudeckod mnpaktuke (Good
Clinical Practice — GCP), pe3ynbTaThl THOKa3aTejed 310pOBbS W KauyeCTBa IKHU3HH
JIOJDKHBI OBITh BKJIFOYEHBI B Ka4eCTBE JIOMOJHUTEIBHBIX KPHUTEPHEB B ITIPOCKTHI
KJIMHUYECKUX MCIBITAHUN JICYECHHS ManueHToB [18; 99].

[Tocne mpoBeneHWs aHaIM3a MapaMETPOB KayecTBa JKU3HU MOKHO IOJIYYUTH
BAKHYIO, JOMOJIHUTEIbHYI0 HHGPOPMAIMIO O COCTOSSHUM 3J0pOBbsl JeTeld mpH
WCIIOJIb30BAHUU HOBBIX METOJIOB JHMArHOCTUKU M JICUCHMs, KOTOpas MOXET ObITh
CKpBITA MPU MPUMEHEHHH JIPYTruX MeTof0B. CTOUTH OTMETUTh, YTO NMPHU MPOBEICHUU
OIICHKH IIIKaJl KAYeCTBA )KU3HU yAA€TCS YTOUYHUTh CUMIITOMBI, O KOTOPBIX 3HAET TOJBKO
UCKJIFOYUTEIBHO caM ManueHT. Eme oqHMM OYeHb BaXKHBIM IUIFOCOM JAHHOTO METO/AA
SBJISIETCS OMpeJeeHne He TOJbKO A((PEKTUBHOCTH, HO OE30MACHOCTH MPOBOJIUMOM

tepanuu [99].
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I'TABA 2 MATEPHUAJIBI U METObI UCCJIIEJOBAHUSA

HuccepranronHas paboTa BBINOJHEHA B COOTBETCTBUM C HOPMATUBHBIMU aKTaMU
stuyeckoro komuteta ®I'BOY BO «Anrtaiickuil rocyJapCTBEHHBIM MEIUIIMHCKUN
yHUBEpCUTET»  MuHHcTepcTBa  31paBooxpaHeHust  Poccuiickonn — Denepanuu,
pa3paboTaHHBIMH COTJIACHO ¢ XeJIbCHHCKOM Jeknapanuelt BcemupHo# accoumaruu
«JTUYECKUE TPUHIUIBI TPOBEJACHUS HAYYHBIX MEAUIMHCKUX HUCCICIOBAHUN C
yaactueM uenoBeka» (2000 r.) u «I[Ipapmwiamu knuHUYecKon npakTuku B POy (IIpukas
Mumnsznpasa PO Ne266 ot 19.06.2003 r.).

[Ipoekt Hay4dHOU pabOTHI PacCMOTPEH W OJO0OpEH Ha 3aceaHUU KOMHUTETA IO
stuke 30.09.2022 r. (mpotokon Ne846 1K) «IIposiBieHrs reMopparu4eckoro CHHApoMa

y neTei Ha (pOHE HOCUTENIbCTBA T€HETUYECKUX TPOTPOMOOTHUECKUX MOTUMOP(PUZMOBY.

2.1 Onucanue M3y4eHHON KOTOPTHI MOJAPOCTKOB

B wuccrnenoBarenbckyio pa3paboTKy Bouuwid 422 pebOeHKa ¢ MPOSBICHUSIMU
KPOBOTOYMBOCTH MO MHUKPOLMPKYJIATOPHOMY pyciay B Bospacte or 0 mo 18 mer
(cpenuuit Bospact — 11,8+4,74), u3 nux manpurkoB — 287 (68%), neBouek — 135 (32%),
MOCTOSTHHO ITPOKUBAIOIINX B AJITAlICKOM Kpae.

I'pynny kontposnst coctaBunu 115 pereit (I-1l rpynmbr 370poBbS M3 HUX:
ManbunkoB — 61 (53,0%), neBouek — 54 (47,0%)), comocTaBUMBIX I10 IOy, BO3PacTy,
PacCMOTPEHHON YMCICHHOCTH OOJIbHBIX.

Kputepusimu BKJTIOUCHHS] B OCHOBHYIO TPYNINY SIBUITUCH:

1. Hannuue B aHaMHe3€ NPOSIBICHUN TEMOPPAruyecKoro CUHIpoma.

2. OTTOIIEHHBINA HACIEICTBEHHBIN TPOMOOTHYECKUN aHAMHE3.

3. OTcyTCTBHE BPOXKICHHBIX (MJIM OHKOJIOTUYECKHX ) 3a00JICBaHHM.

4. OTcyTCcTBUE IpUEMA JIEKAPCTBEHHBIX MPENapaToB, BIMSIOIIUX HA COCTOSTHUE
reMocTasa.

5. Bospact ot 1 1o 18 ner.

6. UudopMupoBaHHOe corjlacue poauTesield AeTeil U aeTeil Ha oOcleoBaHue U
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00pabOTKy MOJTYYCHHBIX TAHHBIX.

Kputepusamu He BKITIOUCHUS SIBUTHCH:

1. OTcyTCTBUE KIIMHUYECKUX MTPOSBICHUM KPOBOTOUHUBOCTH.

2. He oTATOILIEHHBII HACJIEICTBEHHBI TPOMOOTHYECKUI aHAMHES3.

3. OTka3 oT 3amoJIHeHHsI JO0OPOBOJIBLHOTO WH(MOPMUPOBAHHOTO COTJACUSl Ha
00pabOTKy MOJTY4EHHBIX JIAaHHBIX.

4. Bospact — crapuie 18 ner.

B rpynmny KOHTpOJsS BKIIOYAIKHCh 3/I0POBBIE JIETU MPU OTCYTCTBUH MPOSIBICHUIMA
reMopparudeckoro cuaapoma. O0ciaen0BaHUE MPOBOIUIOCH MIPH €KEr0OJHOM IIJIAHOBOM
MEAWIIMHCKOM OCMOTpE Tepe]] HayalioM y4eOHOTo rojia, a Takke B paMKax TpaHTa
ryoepHaTopa ANTaliCKOTO Kpasl M0 310pOBblOCOEpEKEeHUsI HaceneHus. J{onoJTHUTENbHO
OBUIO TPOBENEHO TEHETUYECKOE KCCIEAOBAHNE [JISl BBISBICHHS TOTUMOP(HU3MOB
CUCTEMBbl TeMocTa3a, (epMEHTOB (OJATHOIO LMKJIAa WU YPOBHS TOMOLIMUCTEMHA B
CBIBOPOTKE KpoBU. [Ipu momydeHuu A0OPOBOJIBHOTO HH()OPMHPOBAHHOIO COIJIACUS

poauTeNel IeTEN U CaMUX JETE Ha y4acTUE B KIIMHUYECKOM HCCIIEIOBAHNM.

2.2 CBenenus 00 00cJIeIOBAHNH

[IpoBenen ananu3 amOynaTopHbix KapT «Mcrtopum passutus pebGenka» (dhopma
112/y) 3pnopoBbix gered. Ilpu cOope mHpopManmnu O MalMEHTE B JIOMOJHEHUE K
aHaMHe3y W JaHHBIM OOBEKTHUBHOTO OCMOTpa Oblla HCIOJIB30BaHA aHKETa s
YTOUYHEHHUS! JAHHBIX TE€MOPPAruyeckoro M TPOMOOTHYECKOTO AaHAMHE30B, a TaKkKe
BBISIBJIICHUS JTOMIOJTHUTENBHBIX (DaKTOp pUCKa UX peanu3anuu. OneHKa COMaTHYeCKOTO
cTaryca JeTeld mpoxojuiia o MeToauke, nmpeanoxkeHHod A.A. bapanoBeim u H.IL.
[[TabanoBeim [61]. Jlist orieHku nmokasateneit kauectra )ku3Hu (KXK) Ob11 cosib30BaH
pycckos3bunbiil onpocHuk PedsQL 4.0 [219] mis Bo3pacTHO# rpymmsl aeTei ot 13-18
aer. Ilpu momolu 3TON aHKETHl MOYKHO OLEHUTh (PYHKIIMOHUPOBAHUE CIIEAYIOIIUX
ypoBHeit:  ¢uzndeckoro (PD), smoumonansHOro (O®P), coumansHoro (CD) wu
mkonbHOTO (D). lnst mpoBeaeHUsT WCCIe0BaHUS TPOU3BOIUIICS 3a00p MaTepuarna,

KOTOPBIM ABUJIACH LICJTIbHAsA KPOBb.
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2.3 ®opMuUpPOBaAHHUE HUCCIAEYEMOH IPYyNIbI

B ocHoBHywo rpymnmy Bkitouanuch getu oT 0 nmo 18 jer ¢ KIMHUYEeCKUMHU
MPOSIBJICHUSIMU T€MOPPAruyeckoro CHUHJApoOMa (HOCOBBIE KpPOBOTEUYEHHS, IETEXUH,
HKXHUMO3bI, HOCOBBIC U JICCHEBBIC KPOBOTEUYEHHUS, KPOBOUZIUSHHUS B CKIEpYy Trjasa,
OOWJIBLHBIC W IJTUTEIBHBIE KPOBOTECUCHUS y JIEBOUCK IMMyOEPTATHOTO BO3pacTa B MEPHOJ]
MEHCTPYaJIbHOTO IMKJa, MPOSBICHUE MaKpO- U MHUKPOreMaTypHH.) MPHU 3aroHEHUU
T00pOBOJIEHOTO  MHGOPMHUPOBAHHOTO corjiacus. [Ipu  yCIOBHM  OTATOIIEHHOTO
HACJIEJICTBEHHOTO TPOMOOTHYECKOTO aHamMHe3a y POJICTBEHHHKOB TMEPBOMl M BTOPOH
JuHUN pojactBa (MHGMAPKTHI MHOKapAa, HWHCYJIbTHI, TPAH3UTOPHBIE HUIIEMUYECKUE
aTaku, TpoMOOAMOOIWHU JIETOYHOM apTepuu, apTepualibHbie TPOMOO3bl BEPXHUX,
HIDKHUX KOHEYHOCTeHW, TpomOoduedur, ¢uedborpomMO03, TpoMOO30B COCYJIOB
CeTYaTKu, TPOMOO30B APYroH JIOKaIu3aluu, TpoOMOO3bl, BOSHUKIIIKE MOCIIE ONEpallnii,
TpaBM, BO BpeMs OEpEeMEHHOCTH, B TOCJIEPOJOBOM mepuoae Ha (¢oHe
renapuHoOTepanuu, Npu npuemMe BapdaprHa), a Takke OTCYyTCTBUE TIpHeMa MpernapaTos,

BJIIMAIOIIUX Ha CUCTEMY I'eMOCTa3a U OHKOJIOITMYCCKHUX WUJIN BPOXKACHHBIX 3a00JIEBaHHIA.

2.4 CpencrBa u3y4eHust

B3aumogencTBre ¢ JETbMU HOCHIIO KOMILUIEKCHBIA XapaKkTep: MPOBEACHHUE OIIpoca
JUIS BBISICHEHUS JKaJI00, JAHHBIX aHAMHE3a >KU3HU, CEMEHHOro, reMOpparudyeckoro u
TpOMOOTHYECKOTO aHaMHEe30B. [IpoBeneHHE TMOTHOIIEHHOTO OCMOTpa JMJIS OLIEHKH
coMarn4eckoro craryca. OLeHKa MoKa3aTesiel aHKETHOrO0 Ompoca KadecTBa >KU3HH,
JIUArHOCTUKA MPU3HAKOB AUCIUIA3UM COCAWHUTEIIBHOM TKAaHU C TMOJICUHETOM CYMMBbI
OayyoB, TMPOBEACHUE JIA0OPATOPHOW JAMATHOCTUKHU: TeMOTpaMMa, Koaryjaorpamma,
F€HETUYECKOE MCCIIEAOBAHME OJHOHYKICOTUAHBIX 3aMEH T€HOB CHCTEMbI CBEPTHIBAHUS
KpoBU U (hepMeHTOB (PoJlaTHOTO 1UKIIA, onpeaenearne ypoBHs ['1] u BuramunoB Bg, By,

B12 B KPOBU UMMYHOXCMHUIIIOMUHCCIICHTHBIM MCTOIOM.
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2.4.1 InarHocTu4ecKas TAKTHKA HCCIeT0BAHMS

OJHOHYRJICOTUIHBIX 3aMECH UCCJIECAYEMBIX TCHOB

LlenpHast KpOBb BeIOpaHa Ui UcCieqoBaHus. 3a00p MaTepuana MpOU3BOIUICS B
CHEeIMaIM3UpPOBAaHHOM KaOuWHeTe, B YTPEHHUE 4Yachl, HaTomak. M3 BeHbI,
PACIIOJIOKEHHOW B IPOEKIMHU JIOKTEBOM SMKHM CTEPUIIBHOW, OJHOPA30BOW WIJIOU
MPOU3BOIUIICA 3a00p KpOBH B BaKyTeiiHepsl. B AnTalickoM KpaeBoM JUAarHOCTUYECKOM
1eHTpe I. bapHayiia BBIIOJHEHO MOJEKYISPHO-TEHETUUECKOE UCCIENOBAHNUE, B OCHOBE
KOTOPOTO JIeKall METOJ| aJlIeNIb-CHeIU(PUIECKON MOTUMEPa3HONW IEMHOW PeakIiuu C
JETEeKIUe pe3yapTaToB B pexume peanbHoro BpemeHu (Real-Time PCR) ¢
UCIIOJb30BaHMEM KOHKypupyromux TagMan 30H10B. CyIIHOCTh METO/Ia ONPENEISET
YHUKaQJIbHOE CBOMCTBO Je30KcupuOoHykienHoBor kuciotel (JJHK) — ynBauBatbcs.
Hukn permukanuu JJHK-ammnudukanum Bmodaer 3 stana. Ha mepBom srtame mnpu
temneparype 93-95 °C B teuenue 30-40 cex. IpOUCXOAUT ACHATYPALUSA U PACILUIETEHUE
cnupamu JJHK, B pe3ynbprare yero ee HuTH pacxoasarca. Ha BTopom srarme npoucXoauT
IIPUCOEITUHEHNE IpaiMepoB K KOMILJIEMEHTapHO PacIoa0XeHHBIM
MOCJIEAOBATEIBLHOCTAM Ha MpoTuBonojoxHbix 1ensx JHK B oOmactu rpanun
cnenupUYecKoro ydactka, mpyu 3TOM TeMIepaTypHblii 6aanc Bapeupyet ot 50-65 °C.
Coopxka auteit [IHK uaet B mpoTUBOMOJIOKHBIX HAITPaBIEHUSX OT 5 -KOHIIA K 3 -KOHILY
uenu. [Ipu 3ToM B pacTBOp A00ABISIIOT AE30KCUPUOOHYKICO3UATpUdOCchAThI, KOTOPHIE
BBICTYTIAIOT B POJIK cyOcTpara, Ay oOpazoBanust HOBbIX 1eneit JIHK. [lannas peaxius
MPOTEKAET B YCIOBUSX MPOOUPKA M HMEET IHUKIUYECKYHO TMOCIeI0BATEIbHOCTD,
U3MEHEHHUE TEMIIEPATYPHOTO PEKUMa BBICTYIIAET B POJIM KaTaau3aropa U CIOCOOCTBYET
CMEHE OJIHOM cTaauuM Ha Jpyrylo. B pe3ynbrare mTpOUCXOAUT 0Opa3oBaHHE
OTIPEJICJICHHBIX JUArHOCTUYECKUX YYaCTKOB, B KOTOPBIX MPUCYTCTBYET UHGOPMAIIUS O
HYKJICOTUJHBIX  IIEMAX  4ejJoBeueckoro  reHoma. OHM  KONMUPYIOTCS B
CIIEIUAJIM3UPOBAHHBIE KOMIBLIOTEPHBIC YCTPOIMCTBA, OJaroaps yeMy JaHHBIN MPOIECC
CTAHOBUTCSI aBTOMAaTUYECKUM U JJOCTATOYHO OBICTPBIM.

[TpoBeneHo ucciieoBaHue 8 OJJHOHYKJICOTUIHBIX 3aMEH B T€HAX, PETYIUPYIOIIUX

remMocCras:
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F2: 20210G>A (G20210AG>A, rs1799963).
F5: 1691G>A (R506QG>A, rs6025).
FGB: - 455G>A (G(-455)A, rs1800790).
F7: 10976G>A (G10976AG>A, rs6046).
F13: 103 G>T (G9TG>T, rs5985).
ITGA2: 807C>T (C807T, GPla).
ITGB3: 1565 T>C (T1565C, rs5918).
PAI-1:-675 5G>4G (5G(-675)4G, rs1799889).

©© N o 0o K~ wDd e

HccnenoBanbl 4 OAHOHYKJICOTHAHBIE 3aMEHBl B T€HAaX, PEryJIUPYIONINX
dhonaTHbIN OOMEH:

1. MTHFR: 677C>T (A223V C677T, rs1801133).

2. MTHFR: 1298A>C (E429AA1298C, rs1801131).

3. MTR: 2756A>G (A2756G, rs1805087).

4. MTRR: 66 A>G (A66G, rs1801394).

OmnpenesieHue YpoBHSI TOMOUMCTEHHA B MJIa3Me KPOBH

I[JI?I OIIPpCACICHUA KOJINYCCTBCHHBIX 3HAYCHUM YPOBHA IOMOIMCTCHHA B IIJ1a3MC
KpOBH OBLI IIPpUMCHCH MCTOA  XCMHIIOMHHCCIHCHTHOI'O HMMYHOAaHAaJIM3a Ha

MHUKpOYACTHI[AX C HCIOJb30BaHWEM ammapatHoro ycrpoiictBa «Alinity 1 (Abbott,

CIIA)»

Omnpenenenue ypoBHst BUTaMuHOB rpynnsl B (Bg, Bg, B1,) B mu1a3me kpoBu

Omnpenenenve ypoBHs BUTamuHa Bg (mupumokcanb-5-gocdaT) BHIIOIHAIOCH HA
KugakocTHoM xpomarorpade Shimadzu c macc-merektopom LCMS-8060 Snonws.
MeTtonoM BBICOKOI(DPEKTUBHON >KUAKOCTHOM XpomaTorpapuu ¢ TaHAEMHBIM Macc-
crieKTpoMeTpuueckuM aerektupoBanuem (BOXKX-MC).

UccnenoBanust ypoBHs BUTaMHHOB Bg ((onumeBas kucnora) u BUTamuHa Bi)

(mmanokoOamaMWH) BBITIONHSAIOTCS HAa MMMYHOXMMHUYECKOM aHanmu3atope Architect i
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2000 (Abbott, CIIIA) wmeTOomOM XEMHJIIOMHHECIICHTHOTO WMMYHOAHajIn3a Ha

Mukpouactuiax (XMAM).

OIIeHKa COCTOAHMUA CUCTEMBI I'eMoOCTa3a

OO6mwmit aHanmM3 KPOBU  OMNpENESUICS TpH  MOMOUIM  aBTOMATHYECKOTO
rematosiornueckoro ananuzatopa Mindray BC 5150 ¢ 5diff momynsimueit teikonuTos.
[Toacuer neikoruTapHoi (HOPMYJIIbI IPOU3BOAIN MPU OKPAIIMBAHUKM Ma3Ka KPOBHU IO
PomanoBckomy-I'um3ze. Jlamee moj MHKPOCKOIIOM TMOJCYUTHIBAIU MpoueHTHoe (%)
COOTHOILIEHHE BCEX MOMYIAInM JienkonuToB Ha 100 knetok no metony llvimHra.

buoxuMuyeckne HCCIECNOBaHUs IPOBOAWUIM C IIOMOIIBK) ABTOMAaTUYECKOIO
xumuyeckoro ananuzatopa Mindray BS 380. CyOctparsl kpoBu: 0enok, OminpyOuH,
MOYEBHHA, KpeaTUHUH — (oToMeTpuyeckuM metonoMm. depmentsl kposu: AJIT, ACT,
mienouHas ¢ocdarasza, aMmuiaaza — pOTOMETPUUECKUM KUHETUUECKUM METOJIOM.

Onpenenenue J[-numepa npoBOAWIM PYYHBIM METOAOM. B TecTe MCHob3yroTCs
MOHOKJIOHaJIbHbIE aHTUTEeNa, cnenuduueckue Kk Jl-numepy ¢ubpuna. AHTHUTENA
CBSI3aHbl C YaCTHI[AMU JIaTE€KCa, MO3TOMY IPH CMEUIMBAHUU Ha IMJIOCKOCTH JIATEKCHOM
CYCIIEH3UMH TUIa3MOW, coiepxamerd /[[-nuMep, MOsBISAETCS BUAUMAS arrjJrOTHHALIMS.
Ecin B oOpa3me oOTCyTcTBYeT BUIUMas AarrjilOTHHALMS, pe3yJlbTaT CUYUTAeTCA
OTPULATEIbHBIM, €CIIH MOSBUINCHh MEJKUE WM KPYIHBIE 3€pHA, TO PEAKLUS CUUTAETCS
MOJIOKHUTEIBHON U TPeOyeT NabHENUINEro TUTPOBAHMS.

OmnpeneneHre IMJIa3MEHHOTO 3BEHA T'€MOCTa3a OCYUIECTBISUIOCH Ha ammapare
«Sysmex 1500». beutn onpenenensl nokaszarenu nporpomOuHoBoro Bpemenu (I1TB),
ypOBHSI  (PUOpPHUHOTEHA, AaKTUBUPOBAHHOTO MApPIUAIBLHOTO TPOMOOILIACTUHOBOTO
BpeMenu (AIITB), pactBopuMmbix (uOpuH-MOHOMEpHBIX KoMiiekcoB (POMK),
MEKIyHApOIHOTO HOpMalin30BaHHOTro oTHomeHus (MHO).

OmnpeneneHre arperalioHHON CIOCOOHOCTH TPOMOOIMTOB C HWHAYKTOpaMHU
(xomnaren, AJI®, agpeHanvH, PUCTOMMIIMH) MPOBOJAWIOCH METOJOM Ha aHalU3aTope

Platelet function analyzer, PFA-100.
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2.4.2 OnpenesieHue moka3areeil KauecTBa KUIHU

[IpoBenenne aHanM3a KayecTBAa JKU3HU  OCYIIECTBISIM MPU  MOMOIIH
pycckosizbraHor Bepcun aHkeThl PedsQL-4.0 — B Bo3pacTtHOM amanasone oT 13 mo 18
jaer (camoolleHka). bonbmuMu TUIIOCAaMU TaHHOW aHKETHI SBISIIOTCA YJIOOCTBO U
MPOCTOTA B UCIIOJIb30BAHUHU, AaHKETA OXBATHIBAET OOJIBIIION BO3pacTHOM MHTEpBaAN (OT 2
no 18 ner). Ilpm nmomoimu 3TOM AHKEThl MOYKHO OIPEAEIHTh MapaMeTpbl KauyecTBa
YKU3HH Y JIUIL IETCKOTO BO3pAacTa MPHU pa3HOOOPA3HBIX MATOJIOTHUYECKUX COCTOSTHUSIX.

Pycckmit Bapmant ankeThl «PedsQL-4.0» coctouT u3 4 pas3neinoB W UMEET B
cymme 23 Bompoca.

Paznen ¢usnueckoro ¢pynkiuonupoanus (OD) BkirodaeT 8 BOMPOCOB; pazien
AMOIMOHANBHOTO  (yHKIIMOHUpoBaHUs (D®d) BkIOYAaEeT S5 BOMPOCOB; pazieln
conmasibHoro ¢GyHkuuonupoanus (CPD) BkIoYaeT 5 BOMPOCOB; pas3zesl IIKOJIbHAsS
xu3Hb (LK) BKiItOUaeT 5 BOpocos.

[Ipu mpoBeneHWHM AaHKETUPOBAHMS PECIIOHICHTOM Ha KaXIbIi BOMPOC OBLIO
NPEMJIOKEHO S5 TYyHKTOB C BBIOOPOM OJHOTO BapuaHTa oOTBeTa: «Hukorma — 100
0aJJIOBY», «IOYTH HUKOTAA — 75 0amnoBy», «uHOTrAa — 50 6amIoBy, «4acTo — 25 0aIoBy,
«moutH Becerna — 0 6amtoBy. [locne 3aBepiiieHUs aHKETHOTO OIPOca JUIsl KakI0ro 010Ka
pPaCCUMTHIBAJICA CpeaHUN Oayul ¥ ObLT MPOBEACH aHAIM3 JAHHOTO pe3ynbTar. Takxke
ObUTM TMOCYMTAHBl IIKaIbl 00mero Oamia (CymMma IMoOKa3zaTeled BCeX IIKall) U
MICUXOCOIMATILHOTO 3/I0POBbsI (CyMMa CpeTHUX OAJIOB IIKOJIHHOTO, MOIIMOHAIILHOTO U
coruaibHOoro (PyHKIIMOHUpOBaHUs). UeMm Oosibiiie 6amioB nmo OjgokaMm Habpai peOEHOK,
TEM BBIIIIE €ro MoKa3aTeiab kadecTna xku3Hu (KXK).

Kaxxapiii moapocTOK MHIUBUAYATbHO, 0€3 MPHUCYTCTBUS POAMTENEH MPOU3BOIUIT
3aIl0JTHCHHUE aHKEeThl. Ha MOMEHT 3aImojTHeHMsI aHKEThI BCE JIETH HAaXOAWIMCh B COCTOSTHUN
TIOJTHOTO COMaTHYECKOTO 3/I0POBBSI.

[lepen mpoBeneHHEM OAUTHPHON TMEPEKOTUPOBKMA ObUT TPOM3BEACH JICTATBHBIN
aHAJTM3 aHKET Ha TPEJAMET ITOJIHOTO 3arloJIHCHUS BCEX IYHKTOB M HCKITIOYCHHE W3

HCCIICOAOBAHUs OIIPOCHUKOB, 3aIIOJIHCHHBIX HE ITIOJTHOCTBIO.
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2.5 BoisiBJIeHHEe 0CO0eHHOCTeH TUCPYHKIMHU COeTMHUTENbHON TKAHH

BrisBienne ocobeHHocTeN TUCHYHKIIMU COCTMHUTEILHON TKaHU MPOBOAMWIN Ha
ocHoBanuu naHHbix T. U. Kagypunoii [55]. JlanHblil MeToa moapa3yMeBaeT MOJACUET
CYMMBbI 0aJsI0B (DEHOTUITUYECKUX MPOSBICHUN JUCIUIA3UU COCIMHUTEILHON TKaHU.

OOcnenoBanre MaIMEHTOB OBUIO pa3/ieJIeHO Ha HECKOJIbKO CTaAuil: mpu
MPOBEJCHUNU aMOyJIaTOPHOTO Mpuiema (MEepBbId ATal) JUArHOCTUPOBAIUCH BHEUIHUE
MPOSIBJIICHUS] JUCIUIa3UU COeIMHUTENbHON TkaHu. CymMma OasuioB 12 u Goliee cuuTaniach
JTUArHOCTUYECKH 3HAYMMOM. 32 OCMOTP peOCHOK MaKCUMaJIbHO MOT HaOpaTh 42 Oaia.
VYraybneHHoe KIMHUKO-JIabopaTopHoe o0ciaeqoBanue (2 Tarn JUarHOCTUKH) Y JIETeH ¢
BHEIIHUMHU TMIPU3HAKaMH HeluPpepeHIMpoBaHHON UCIUIA3UU COSAMHUTEILHON TKaHHU,
JJIs.  BBISBJICHUSI BHUCHEPAJIBbHBIX MPU3HAKOB JUCIUIA3MM COCJUHUTEIBHOW TKaHU
MIPOBOJUIIOCH B CIIEIUAIM3UPOBAHHBIX NHATHOCTUYECKUX LIEHTpaX WM CTAIl[MOHApaXx.
[Ipu oOGHapyXeHUH BHUCIEpaTbHBIX MPOSBICHUN AUCIUIA3UU COCAMHUTEIILHONW TKaHU
MaKCUMaJIbHOE KOJUYECTBO O0ajioB cocTaBwio 24, JAMArHOCTUYECKH 3HAYMMOE
BOBJICUEHUHU B MATOJOTHUECKUH mpoliecc 3-X u 6oJiee cucteM win cymma 6amios 20 u
oonee.

Ha mepBoM sTare CKpUHUHT-JITOPUTM BKIIIOYaI B c€0s BBHISBICHUE BHEIIHUX
M3MEHEHUN CO CTOPOHBI KOCTHO-CYCTaBHOM CHUCTEMBI, MBIIIEYHON CUCTEMBI U
AKTOJIEpMaIbHbIC U3MEHEHUS.

- BOpPOHKOOOpa3Hasi negopmMariusi TpyIHOM KIeTku — 3,5 Oania

- KUJIEBUJIHAs eopMalius TpyJHOM KIeTku — 2,5 Oamna

- TOJIMXOCTeHOMUenus — 2,5 6ania

- CKOJIHO3 — 2 Oasia

- kuo3 — 2 b6ama

- TUNIEPMOOUIIBHOCTh CYCTaBOB — 2 0Oajuia

- hallux valgus (msTouHO-BaIbryCHas KOCOJANOCTh) — 2 Oajuia

- apaxHogakTuius — 1,5 Ganna

- IIockocrtonue — 1 6amn

- TUIICPIIUIMCHTAL A KOXH Had OCTUCTBIMH OTPOCTKAMH IMTO3BOHKOB — 2 Oanna
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- MIOBBIIICHHAS PACTSHKUMOCTH KOXH — 1,5 Ganna

- BKXHUMO3bI, IETEXHUH, HOCOBBIE KpoBOoTeueHus — 1,5 6amna

- KeJIouIHbIe pyoIIsl — 1,5 Gana

- arpoduueckue ctpuu — 1,5 Gama

- «HATOINTHIIINY HA THIJILHON MOBEPXHOCTH cTOMbI — 1,5 Oania

- BUAMMAas BEHO3Has ceTh — | Ga

- aHOMAJIUM MPOPE3bIBaHUS 3y00B — 2 Oasia

- I1acTa3 MpsIMbIX MBIIII )KUBOTa — 2 Oaa

- yNOYHas rpbika — 2 0ana

- IPbDKA MMaX0Bas/MOMIOHOYHAs — 2 Oaa

- MBIIIIEYHAs TUTIOTOHUS — 1,5 Gania

Ha BTOpOM 5Tarne CKpUHUHT-aJITOPUTM BKJFOUYaAT B c€0s BBISIBIICHHE BHYTPEHHHUX
U3MEHEHHMH CO CTOPOHBI BUCLIEPATIbHBIX OPIaHOB U CUCTEM.

- OCTEOIEHHUsI BhIpaKeHHAasi/'yMepeHHas — 2,5/2 6aina

- IpoJIaric MUTPAIBHOTO KilanaHa (Bce TuIibl) — 2 Oasia

- FOBEHUJIBHBIA OCTEOXOHIpO3 — 2 Oanna

- BepTeOpoOa3uiIgspHasi HEA0CTATOYHOCTh — 2 Oasa

- Ipyrue Majible aHoMaluu cepaua — 1,5 6anna

- HeCcTaOMIBHOCTH IIEHHOT0 OT/e)Ia MO3BOHOYHMKA — 1,5 Gasa

- manb(opmarus cocynos — 1,5 Ganna

- MATOJIOTHS OpraHoB 3penHus — 1,5 Gamna

- TUCKWHE3HS KETUYEeBBIBOASIINX MyTel Ha OHE pa3BUTHSA KETIHOTO My3bIPs —
1,5 6anna

- pacuMpeHre KOpHs aopThl — 1 Oamn

- HepOMTO3 W/UIIU NTO3bI APYTUX OpraHoB — 1 Oasn

- pedarokcHas 60se3Hb — 1 6amn

- CIIOHTaHHBIN MHEBMOTOpPAKC — 1 Gan

- METaKoJIOH W/uian gojiuxocurma — 0,5 Oanna
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2.6 MeToabl CTATUCTHYECKOT0 AHAJIN3A Pe3yIbTATOB

[Iporpammuoe  oGecrieuenue STATISTICA 10.0 (StatSoftlnc., CIIA)
HCIIOJIB30BAJIOCh JIJIs OpraHu3aliy, COPTUPOBKH, aHanu3a AaHHbIX. Tectom Illamupo-
Yunka mnpoBepssiach THUINOTE3a O HOPMAJIbHOCTH PACHPENCIEHUS HSMIIUPUYECKUX
naHHbIX. OH OlLICHMBAeT JaHHbIE BBIOOPKU C HYJIEBOM TMIOTE30M O TOM, 4YTO HaOOp
JAHHBIX pacrnpenesieH HopMaiibHO. 3HaueHue p>0,05 ykas3plBaJio HAa TO, 4YTO HAOOp
JTAHHBIX pacIpesiesieH HoOpMalbHO, 3HaueHue p Hike 0,05 ykas3plBajio Ha TO, YTO HAOOP
JAaHHBIX HE pacmpesesieH HopMalibHO. TouHbIM KpuTepuem duiliepa onpeaensioch,
CYIIECTBYET JIM CTAaTUCTHUYECKHA 3HAYMMAasi CBSI3b MEXIY JBYMsI KaTeropuajbHbIMU
MEPEMEHHBIMU  TIPU  pacueTe€ PACHPOCTPAHCHHOCTH  aJUIeiel W TE€HOTHUIIOB.
CTaTUCTUYECKHUI Z-TECT HCIOJIL30BAJICS JJIsl CPAaBHEHHUS W ONpPEACIICHUS 3HAYMMOCTH
pa3IuyuMii B paCIpOCTPAHEHHOCTH F€HOTHUIIOB B MCCIEAYEMbBIX TpyNIax MEXIY ABYMs
HE3aBUCUMBIMH BBIOOpKAMHM TIPH HAJIMYMKA HOpMalbHOro pacnpeneneHus. U-tect
ManHa-YuTHU ObLI MCIONB30BaH JIJIsl ONPEENCHUs] HAMYUsl 3HAUYUTEIIbHOW Pa3HUIIbI
MEK]ly ABYMSI HE3aBUCUMBIMHU, HEHOPMAJIbHO PACIPEICICHHBIMYA IPYNIIaMU TAHHBIX.

JIns  HaxOXJIEHWS  JOBEPUTEIbHBIX HMHTEPBAJIOB  JOJIEM  MCIOJIB30BAJICA
ACHMIITOTHUCCKHIT MeTO]| Y2-KBaapaT ¢ KOppeKIei HermpepbiBHOCTH Merca.

IIpy oLEeHKE KOJIMYECTBEHHOM CBSI3M MEXAY MNPEANONaracMod IPUYMHOU U
MpeAnoiaraéMbIM PE3yabTaTOM B CIydae YETHIPEXIOJIbHBIX TaOIMUI] UCMOJb30BATUCH
OTHOILIEHHE IAHCOB U OTHOCUTEIbHBIA PUCK, KOTOPHIE MO3BOJISUIM PEUINTD, CIEIYET N
MPUHATH WM OTBEPrHYTh HYJEBYIO THNOTe3y. B cBoeil mpocreitieit Gpopme oleHka
OTHOILICHHUS] IIAHCOB W OTHOCUTEIBHOIO pPHCKa 3aKjitoyajgack B TOM, 4YTO HYyJieBas
runore3a HO: OR=1 m6o RR=1. [{ns omneHKM 4yBCTBUTEIHLHOCTH, CHEIU(DUIHOCTH U
MPOTHOCTUYECKON  3HAUYUMOCTH  KaXJIOTO TMpH3HAKa TaKKe  HCIOJb30BaIUCh
YETBIPEXTOJbHBIE TAONUIIBI ¢ ydeToM pexomeHaaruii [148]. PacyeT ocymecTBisics ¢

IOMOIIIBI0 TiporpamMuoro npoaykra MedCalc.(https://www.medcalc.org/).

TecTupoBaHHe 4acTOT MapKEPHBIX TEHOTUIIOB HA paBHOBecHe Xapau-BaiinOepra
IIPUMEHSUIOCH B HMCCIEJOBAHMM TIEHETHMYECKMX  acCOLMalMM TIpU  HU3YYEHUHU

nporpomboTudeckux JJHK-nonumMoppu3MoB ¢ moMoIbio KpuTepus x2.


https://www.medcalc.org/
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[IpumeneHne MeToaa mociaenoBaTeIbHOTO aHanu3a A. Banpaa, o0ocHoBaHHOE A.
A. T'eakunbiM, E. B. I'yGnepom, npu AMarHoCTHKE pa3IUYHbIX 3a00JI€BaHMI B HAILIEM
VCCJIEIOBAHUM II03BOJIMJIO PAcCCUYMUTATh IOPOrOBOE 3HA4YEHHE HCX0N0B A m B i
IIPOTHO3UPOBAHUS PA3BUTHS COCYIUCTBIX TPOMOOTHYECKHUX OCIIOKHEHMH [13; 37].

Juarnoctuueckuii  kodpdumment (AK) mis  kaxmoro w3 IPU3HAKOB
paccuutbiBasics 1o ¢opmyne JIK=101g*(P1/P2), rne P1 u P2 yactoThl nmpus3Haka B
KOHTPOJIbHOM M OCHOBHOH rpymnmnax. CyMMapHbBI MPOTHOCTUYECKUN KOIPPHUIHUEHT +
13 u BBIIIE TOBOPUT O BBICOKOM PHUCKE COCYIUCTBIX OCIIOKHEHHUH, a cymma — 13 — o
oonee OmarompusitHom TmiporHose. ®opmyma C. Kynebaka J=JIK*0,5(P1-P2)
u3Mepsemas B OWUTax, MO3BOJIMJIA ONPEAEIUTh CTENEHb MOJYyYEeHHbIX paznuuuil [70;
135]. IIporHoctuueckyro Tabnuily (pOpMHUpPOBAIM C YYETOM JOCTOBEPHBIX pa3iIMuui

(p<0,05) yacTOT-IPU3HAKOB B OCHOBHOM M KOHTPOJIBHBIX IpyMIax.
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I''TABA 3 KIMHUYECKASA XAPAKTEPUCTUKA UCCJIEAYEMBIX I'PYIIII

3.1 JlanHbIe aHAMHE32 U 00bEKTUBHOTI0 00CJIeI0BAHMS

[IpoBenenue ucclieq0BaTENbCKON pabOThl MPOXOAUIIO B HECKOJIbKO 3TamoB. Ha
MEpPBBIX JTamax ObUTa TIPOBEIEeHa paboTa ¢ aMOyIaTOPHBIMH KapTaMu, MPOBEICH
aHKETHBIN OIpoc, cOOp kanod, aHaMHEe3a KU3HH, U3YYEHO COMATHYECKOE 370POBBE
JeTell Ha MOMEHT HCCJEAOBAHUS U MPOBEJACHHE OOBEKTMBHOTO OCMOTpa MAIMEHTOB.
AHKeTHBIN onpoc npouwu 332 pedenka ot 12—17 net: 217 nereit ucciaenyeMoi rpynibl
(cpennue mokasarenmu pocta 165,9+10,41 cm, Beca 57,45+13,59 kr) u 115 nereit
pedepeHCHOM TpyNIbl, CONOCTABUMBIX IO IOy, BO3pPaCTy, PAaCCMOTPEHHOU
YUCJIEHHOCTH OOJBHBIX (CpelaHMe ToKa3atenu pocta 166,7+7,77 cM, cpenHue
nokaszarenu Beca 57,3849,23 xr). B wucciemyemoil rpymnmne KOJUYECTBO MaJIbUHKOB
coctaBuwiio 95 (43,8%) uenoBek, aeBouek — 122 (56,2%). B rpymnme KOHTpoJs
MaaburkoB Ob0 61 (53,0%) uenoBek, neBouek — 54 (47,0%). Ilo Bo3pacty netu
pacrpeenuiInuch CleaynmM oopazoM: aetu 12 et coctaBuiu — 7,5%, 13 ner — 7,8%,
14 ner —13,2%, 15 netr — 29%, 16 net 21,7%, 17 net — 20,8%.

[Ipu mpoBemeHWH WHCCIENOBAHUS MOAPOOHO OBUT HM3y4YeH HACIEIACTBEHHBIN
reMopparu4eckuii aHamHe3 y JeTell OCHOBHOM M KOHTPOJIbHOW rpynimbl. [Ipu cOope
aHaMHe3a 0c000e BHMMaHHE ObLIO yJeleHO pojacTtBeHHuKaMm | u |l-it muHum poacTsa
(math, orem, 6alymika, Aedyika, poJaHbIe OpaTbst U cecTphl). llepBocTeneHHBIMU
BOIIPOCaMH OBbLIN: BOBHUKHOBEHHE HOCOBBIX KPOBOTEUEHHUH, IECHEBBIX KPOBOTCUCHUH,
MOBBIIIIEHHOE 00pa30BaHKE METEXUM U IKXUMO30B, MUKPOTEMATYPH s, KPOBOU3IUSIHUS
B CKJEpy TrJja3a, KHUIIEYHbIe KPOBOTEYEHMS, y JIUI[ JKEHCKOTO I0Jla HaJIudue
JUTUTEIBHBIX W OOWJIBHBIX MATOYHBIX KPOBOTCUEHHWH B TEPHUOJ MEHCTPYaJbHOTO
nukia. Hamuume HOCOBBIX KpoBOTeUeHHMM ObuIO BhIsIBIEHO Yy 59  (19,7%)
POACTBEHHHUKOB, CKJIIOHHOCTH K ITOBBIIIICHHOMY OOpa30BaHUIO METEXWH W DKXHMO30B
Obima oTmedeHa y 7%, JIUTENbHbIE W OOWJIBHBICE KpPOBOTEUEHUS B TIEPHOJ
MEHCTPYaJbHOTO IMKJa ObutM BbIABIEHB Yy 3,4% nun skeHckoro moja. Takue
reMOpPpPAarudecKre COCTOSTHHUS, KaK JIGCHEBBIC KPOBOTCUYCHUS, MHKPOTEMATYypHs,

KPOBOM3JIMAHHUA B CKIICPY TIJia3d, KPOBb B KaJIC, IMOBBIIICHHAA KPOBOTOYMBOCTL IIPU
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TpaBMax, ONepalusaX U B IEPUO POJOB BCTPEUATUCH B AMHUYHBIX CIIydasx. Y 1aJoCh
YCTaHOBHUTH, YTO HEKOTOPHIE M3 POJCTBEHHHUKOB COCTOSUIM Ha ydeTe y reMarosiora ¢
TaKUMU 3a00JIeBaHUSMU, KaK TPOMOOLIMTONATHS, CUHAPpOM BusieOpanna.

[Ipu cbope HACIEACTBEHHOTO TPOMOOTHYECKOTO aHaMHEe3a 0co00€ BHHUMaHHE
YACISUIOCh HAJIWMYMIO Y OJIM3KUX POJCTBEHHUKOB A0 55 yeT MH(}apKTOB MHOKapia,
WHCYJIbTa (MIIEMUYECKOT0, TeMOPPAruueckoro), TPAaH3UTOPHBIX MIIEMHUYECKUX aTak,
TpOMOOIMOOINH JIETOUYHON apTepuu, apTepUaTbHBIX TPOMOO30B BEPXHUX, HIDKHHUX
KOHEYHOCTel, TpoMOodedbuTa, dredborpomb03a, TPOMOO30B COCYJIOB CETYATKH,
TpOMOO030B APYroi JOKaIU3aluu, TPOMOO30B, BOSHUKIIUX IOCJE OMEpali, TPaBM,
BO BpeMsi OEpEeMEHHOCTH, B MOCIEPOJAOBOM MEpHOe Ha (POHE TenapUHOTEPANH, IPU
npuemMe Bapdapuna. Tskenas cocyaucTas IaTOJIOTHS B BUJIE MHCYJILTOB OTMEUEHa y 23
(7,7%), uadapkroB — y 12 (4%), cocyauctbix TpoM0030B —y 2 (2,2%) poACTBEHHUKOB.
B  pesynbrare  HMarHOCTHMYECKOTO  OOCJENOBAHUS  pa3IUYHbIE T'C€HETHYECKUE
nosiuMopdu3mMbl TpoMOopunu ObTM oOHapykeHbl v 4 (1,3%) manumenTtoB. Jpyrux
TPOMOOTHUYECKUX COOBITHI Y OJIM3KUX POJCTBEHHUKOB BBISIBJIEHO HE OBLIO.

[Ipu aHanu3e JIMYHOTO TEMOPPArMuecKoro aHaMmHe3a ObLJIO0 YCTaHOBJIEHO, UTO BCE
JETH  WCCIEIyeMOW TPYIIBI HWMENIH  pa3IudHble KIWMHUYECKHE IPOSBICHUS
KPOBOTOYMBOCTH, B HEKOTOPBIX CIIy4asiX, KOTOPBHIE€ COUYETAJTUCh C PA3TMUYHBIMU
COCYIUCThIMH COOBITHSIMU. bBbio ycranoBneno, uro 6 (2,0%) nereét mcciemyemoi
TPYMITBl OTMEYAIA COCTOSHUSI OCTPOTO HAPYIIECHUS MO3TOBOTO KPOBOOOPAIIIEHUS B BUJIE
WHCYJIbTOB U TPAH3UTOPHOM HIlleMUYecKod aTtaku. Hambomee yacThiM MpOSBICHUEM
SBUJIOCh HAJIMYME DPEUUIUBUPYIONIUX HOCOBBIX KPOBOTCUCHHH, JaHHOE COCTOSHHE
ormevasnioch y 189 (63,7%) nereit. CTOUT OTMETUTh, UYTO KPOBOTEUEHHE U3 JIBYX
HOCOBBIX X0710B Ob110 y 134 (45,1%) oOcneayeMbIx, KpOBOTEUEHUE U3 JIEBOTO HOCOBOTO
xoma — y 31 (10,4%), u3 nmpaBoro HocoBoro xoma — y 24 (8%). Y OomiblImHCTBa
MalMeHTOB HOCOBAasi KPOBOTOYMBOCTH BO3HMKana croHTaHHO (70,7%), B OCTaJIbHBIX
ciyyasx (29,3%) MOyCKOBBIM MOMEHTOM CIIYXKHWJIU Pa3IU4HbIe MPOBOLUPYIOLIUE
dakToppl, TakuMe Kak (U3MUEcKas Harpy3ka, HMOIIMOHAIILHOE PacCTPOMCTBO,
YMCTBEHHOE TEpEeHanpsHKeHUE, BO3JICHCTBHE MEXaHWYECKUX (HaKTOpPOB, pa3IUYHbBIC

KJIMMaTh4eckue n3MeHeHus. I1oBbIeHHass CUHIYKOBOCTh (HGTCXI/II/I u 3KXI/IMOSBI) ObLIa
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BosiBieHa y 48 (16,2%) o6OcnenmoBanHbix geteil. OOWIbHBIE H  JUIMTEIBHBIE
KPOBOTEUEHHUSI B IEPUO]I MEHCTPYAJIBHOTO LIMKJIa ObLIN BbISBIEHBL Y 16 (5,4%) neBouex
nyOepraTHOrO Bo3pacta. IIposBiieHre Makpo- U MUKPOreMaTypuu ObLIM BBISBIICHBI Y
10 (3,4%) nereii. JlecHeBble KpoBOoTeueHUsI BcTpeuanuch y 24 (8%) nereid u
KpOBOM3NUsIHUA B ckiiepy rna3a y 10 obcnenyembix (3,4%). YuuteiBas TOT (akT, 4yTo
JIETH HCCIIEAyeMOM TPYNIbl HMENU Pa3MYHbIE TPOSBICHUS TE€MOPPArUYECKOTO
CUHApPOMA, OBUTM TMOJ] HAOMIOJACHUEM y Bpadya IreMaToJioTa C TAKUMH JHArHO3aMH, Kak
KauecTBeHHbIE JIePeKThl TpoMOOIUTOB (75,6%), Apyrue yTouHEeHHbIE 0O0JIE3HU KPOBU U
KPOBETBOPHBIX opraHoB (29%), nesarperammonHas TpomoOoruTonatus (84,5%),
HacnenacTBeHHass — TpomOodwmms  (17,5%), cunnpom  Bumnebpanga  (10,1%),
rUnoQpUOPUHOTCHEMUS (5,7%), CUHJIPOM ME3E€HXUMaIIbHOU JTUCILIA3UU
coenuHuTebHONM TKaHu (41,8%), runepromonuctennemus (29,3%). Ilomumo
Pa3IMYHBIX MPOSBICHUNA TEMOPPArvyecKoro CHUHAPOMA JETH HCCICAYEMOW TPYIIIbI
MPEABABIISIIN Kal00bl Ha rosioBHBIE 601H (23,8%), noBeitenue AJl (6,8%), TOIMHOTY U
pBoty (7,7%), cunkonanbHbie cocTostHUA (3,7%) 1 ap. Y aeTeil KOHTPOIbHOM TPYIIIIbI
KPOBOTOYMBOCTh oT™Mevanach y 24 (20,9%) obcnenyembix. Hanuure KpoBOTOYHMBOCTH
BO3HUKAJIO C OJIMHAKOBOM 4acTOTOM Kak y MaibuukoB (50%), Tak u y neouek (50%).
’KanoObl Ha HOCOBBIE KpoBOTEeUeHUs peabsBisuin 17 (14,8%) nanueHToB, OOUILHBIE U
JUTUTENIbHbIE KPOBOTEYEHHUS B TEPHOJl MEHCTpyaibHOro Iukiaa orMmeudanu 4 (3,5%)
JIEBOYKH MMyOepPTaTHOTO Bo3pacTa. J[ecHeBbIe KPOBOTECUCHHUS OBLIN BBISIBICHBI Y OJTHOTO
pebenka. [Ipu obcnenoBanuu aeTeit KOHTPOJIBHON TPYMIBI yIaJ0Ch YCTAHOBUTH, YTO Y
3 (2,6%) nereit Onu3kue POACTBEHHUKH OTMEYaJIM HAJIWYUE TOBBIIIEHHON
KPOBOTOUYMBOCTH TIPH TPAaBMATHU3AITUN KOKHBIX TIOKPOBOB U CIIM3UCTHIX 000JI0UEK.

Hanuyue comyTCTBYIONMX COMAaTHYECKHX 3a00J7€BaHUN HA MOMEHT OCMOTpa y
JIETEH UCCIeIyeMBIX TPy AEMOHCTPUpPYET Tadymma 1.

Ycranosneno (Tabmuma 1), uTo 3a00sIeBaHUs UTOBUIHOM >KEJIE3bl JOCTOBEPHO
yalme pPEerucTpupoBaiUChL B ucclienyeMor rpymnme (7,7%) nereid, HAOmpOTUB ITOT
nokaszareiib B rpymnne cpaBHeHUs Obul paBeH 0,9% u ObUT CTAaTUCTUYECKH HUKE
(p=0,004). Kpome 3TOT0, OBLIIO BBISIBIICHO, YTO KOJIMYECTBO OOCIEAYEMBIX C HATUYHEM

XPOHUYECKOI'O racTpuTa ObUIO OOJbIIE B TPyNIE C MPOSBICHUEM TeMOPPAaruyecKoro
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CHUHJIPOMA, ¥ JIOCTHTAJIO YPOBHS cTatucThHdeckoi 3Haduumoctu (p=0,031).

Ta6J'II/IHa 1 — ComaTnyeckas maToJIoTHus B HCCIICAYCMBIX I'DYIIIIax

Jetu ¢ mposiBIieHUEM .
JIeTH KOHTPOIBHOM
CoMatnueckas reMOppParudecKoro Fpym! (N=115)
MIaTOJIOT S curapoma (N=297) 124 P
n % n %

bponxuanpHas acTma 7 2.4 1 0,9 0,452
3aboneBanue
U TOBUIHON 23 7,7 1 0,9 0,004
JKee3bl
3aboneBaHus
MOUYEBBIJICIIUTEIILHON 33 11,1 8 7,0 0,270
CHCTEMBI
Xporiieckiit 38 12,8 6 5,2 0,031
racTpuT
3abomeBanus cepama 30 10,1 14 12,2 0,594
3aboneBaHus cepaia 30 10,1 14 12,2 0,594
Aputmus 7 2,4 2 1,7 1,000
Oxxupenue 6 2 1 0,9 0,678
['unepronnueckas 4 13 5 17 0.673
00JI€3Hb
Berero-cocyaucras 29 98 12 104 0,855
TIACTOHUS
Murpenu,
06MOpOKH, . 19 6,4 5 43 0,491
BBIITAJCHUE  IIOJIEH
3peHus
[Topok cepana 28 9,4 11 9,6 1,000
Heit v

CHPOIHIOKPUHHBIN 58 19 26 226 0.497
CUHAPOM
A pOHITeCKHit 10 34 4 38 1,000
TOH3WJUIUT

Cratuctuka: %; p — Tounsiii kpurepuii Gumnepa (TKD).
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OcHOBHbIE  OTIMYMUTENbHBIE  (PEHOTUMHYECKHE  MPU3HAKK  AUCHYHKIHUU

COCTMHUTEITLHON TKAHU MIPEICTABJICHBI B TA0HIIE 2.

Tabmuuma 2 —  OtriauuuTenbHble  (EHOTUNUYECKHWE  MPU3HAKK  JAUCPYHKIUU

COEIMHUTENHHON TKaHU

BHemnune kiimHnyeckue fletn .
C IIPOSIBJIEHUEM JleT KOHTPOIBHOM

IPOSIBJICHUS

. reMOpparuuecKoro rpymisl (N=115) p
COEIMHUTEIILHOTKAHHON
curapoma (N=297)

TUCPYHKIIUM . % 0 %
Hedopmarnus rpyaHon 5 9 1 09 0678
KJIETKHU ’ ’
Ckonmo3s 13 4.4 2 1,7 0,252
Kugos 59 19,9 5 4,3 <0,001
r

UIIEPMOOUIBHOCTh 15 4.4 1 0.9 0,049
CyCTaBOB
Hallux valgus 5 1,7 1 0,9 1,000
ApaxHOTAKTHIIUS 5 0 1 0,9 1,000
IInockocTonue 27 13,7 3 2,6 0,020
IToBrInIeHHAs 5 1.7 1 0.9 1,000
PaCTSHKUMOCTh KOXKHU
Kenounmnasie pyO1b! 0 0 1 0,9 1,000
ATpoduueckue CTpuu 5 1,7 1 0,9 1,000
«HaronTtemmmy» Ha
THIJIbHOM MOBEPXHOCTH 10 3,4 2 1,7 0,522
CTOITBI
Buagnmas BeHo3Has ceTh 30 101 4 35 0.028
AHOManuu NMpope3bIBaHUS 50 16 8 10 8.7 0,042
3y0O0B
JlnacTas mpsIMbIX MBIIIII] 10 34 5 17 0.522
’)KHBOTA ' ’ ’
r

prixa 3 1,0 1 1,7 1,000
IaxoBas/MOIIOHOYHAS

Cratuctuka: %; p — Tounsiii kpurepuii @umiepa (TKD).

Kak mokaspiBaer Tabnuia 2, Hamboyiee YaCThIM MPOSBICHUEM JIHUCIUIA3UU
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COCIMHUTEIBHON TKaHU SIBUJIOCh HAJIWYME TEMOPPArnyecKkoro CHHApPOMA B BHJE
MPOSABICHUNA KPOBOTCUEHHUM 110 MHUKPOLMPKYJISITOPHOMY pPYCIy, B HCCIEAYEMOU
IpyIle 3T CUMITOMBI HaOmonanuck y 237 (79,8%) nereit, B Tpynme KOHTPOJS 3TU
nposBICHUS oT™Meuanuch y 5 (4,3%) aereit (<0,001). Emre onHuMu Hanbosee 4acThIMU
CUMIITOMaMHU JAMCIUIa3UM COCIMHUTEIBLHON TKaHW OBbUIM: aHOMAaJIUU MPOPE3bIBaHUS
3y0OB ¢ WX mpeobOinamanueM B wucciexyemoin rpymme (16,8% mnportuB 8,7% B
KOHTpoJibHOM Tpynmne, p=0,042); BeipaxeHubii kudosz (19,9% npotuB 4,3% B
KOHTpOJibHOU rpynne, p<0,001); Buarmas BEHO3Has C€Th CTATHCTHYECKH JOCTOBEPHO B
OOJBIIMHCTBE Cly4daeB BbIABIsIAch B uccienyemoit rpynne (10,1% — B uccnemyemoi
rpynme, 3,5% — B koHTponbHOW rpynmne p=0,028). V MHOrux AeTeil NposiBICHUS
JUCIUIa3UM  COEIMHUTENIbHONM TKaHW B BHUAE IUIOCKOCTONMS HaOMIOIaIuCh B
UCCIIEyeMON Tpynne M JOCTUTadu YpOBHS cratucTtuueckod 3HauumocTH (13,7%
npotuB 2,6% B rpynne kKoHTpoiisi, p=0,020); runepMoOHIBHOCTh CYCTaBOB 4Yallle
perucTpupoBaiach B ucciaenyemoit rpymmne (4,4% B uccnegyemont rpymime, npotus 0,9%
B KoHTposibHOU p=0,049). V wactu nereid O0TMEYanoCh MHOKECTBEHHOE COYETaHUE
IIPU3HAKOB JIUCILIA3UH COCIUHUTENBHON TKaHU (ITIOBBILIEHHBIN TOPOT TUCIUIACTUYECKON
CTUTMaTH3allM1), YTO MPOSBISIOCH B BHJIE€ COYETAHUA OT 3 10 5 MajblX BHELIHUX
MIPU3HAKOB COEIMHUTEIbHOTKAHHON JAUCIIIA3UH; COUETAHUE MaJbIX KOCTHBIX, KOKHBIX,
MBIIIEYHBIX M CYCTaBHBIX MPOSIBICHUN HE MO3BOJSIOT MUX OTHECTH K OIpPEAEIIEHHBIM
dbeHoTUIIaM HACTEJACTBEHHOM MAMCIUIA3UM COCIUHUTENbHOM TKanu. Ilpu ompoce
NAlMEeHTOB YAAJNOCh YCTAaHOBUTb, UYTO B HUX CEMbSIX HAOIIOAETCs IOBBIILIEHHOE
MPOSIBICHWE  BHEIIHEHM  JUCIUIacTHYecKoW — crurmatuszauuu. llocie  mepeBona
KIMHAYECKUX TMPOsiBICHUN HeaudpepeHIUupoBaHHON AHUCIUIAa3UU  COCIMHUTEIIbHON
TKaHU B 0aJuIbl IMArHOCTUYECKU 3HAYMMOE KOJIMYECTBO OasuioB (Oosee 12) nabpanu 25
nereit. CpegHee KOIMYECTBO OayuioB Yy JeTed HCCIEAyeMON TpPyIIbl COCTABHIIO
10,4+1,5 Gamna, a y aeted KOHTpoJibHOUW rpynmbl — 7,3+0,9 6amna. Y nereit ¢ 6osee
BBICOKMMH JMAarHOCTUYECKUMHU OajulaMHu TPOSBICHUS TE€MOPPAaruyeckoro CHUHApOMa
ObLIM Oo0Jiee BBIPAXKEHHBIMU M TPOSIBISUIUCH COYETAHMEM HOCOBBIX KPOBOTEYEHHIA,
KPOBOTEUECHUSIMU W3 JIECEH, MOBBIIMICHHBIM OOpAa30BaHUWEM METEXUW M HKXMMO30B Ha
KO€ U CIM3UCTBIX 000J0YKaX MPU HE3HAUUTEIHLHOM MEXaHUYECKOM BO3JIEHCTBUU.

[Ipu mnpoBeneHMM BTOPOrO dTama JAUATHOCTUKUA JAETSIM HCCIEeIyeMOu u
KOHTPOJIBHBIX TPYI JI BBISIBICHUS U3MEHEHUN CO CTOPOHBI BUCLIEPATIBHBIX OPraHOB U

cucTeM ObLIO MPOBEIEHO A000CIEAOBAaHNE B CIIEHMATM3UPOBAHHBIX JUATHOCTUUECKUX
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LEHTpaxX WM cTannoHapax. JlaHHbie 00cie10BaHus MPEACTaBICHbI B Tabnuie 3.

Ta6nuna 3 — BucniepaiabHble TPOSBICHUS COSTUHUTEILHOTKAHHOW TUCHYHKITUH

BucnepanbHaeie Jletn ¢ mposiBIIEHHEM .
JleTr KOHTPOJIBHOU
KJIMHUYECKHE IPU3HAKK | TEeMOPPAaru4ecKoro
. rpymmsl (N=115) p
COEIUHUTEILHOTKAHHON | cuHApoma (N=297)
TUCHyHKITUU 0 % 0 %

I1

poJIanc MUTPAIBHOTO 35 118 6 5. 0,045
KJIaraHa
B

epTedbpobazuIspHas 7 24 5 17 1,000
HEJIOCTATOYHOCTD
Apyrue marsie 18 6,0 3 2,6 0,212
aHOMAJIUU Cep/Ia
HecrabunbHOCTB
HIEHHOTr0 OTIENA 15 5,0 2 1,7 0,170
MI03BOHOYHUKA
Mansdopmanius cocy0B 3 1.0 0 0 0563
I1

ATONOTIB Opratos 106 35,7 14 12,2 <0,001
3peHHS
Jnckune3ust
YKETUEBBIBOAIINX MTyTEH 19 6.4 3 26 0,148
Ha (hoHe pa3BUTHUS
KETIHOTO TYy3BIPS
Hedpontos n/vnu nTo3sl 9 3.0 5 17 0.734
JIPYTUX OPraHOB
PedmtokcHas 601e3Hb 6 2,0 1 0,9 0,678

Cratuctuka: %; p — Tounsiii kpurepuii @umiepa (TKD).

MosxHo KOHCTaTUPOBATh, 9TO BUCIIEPATTEHBIC TIPOSIBJICHUS
COCTMHUTEILHOTKAHHONW NUCPYHKIMH TaKhe Kak: MPOJanc MHUTPAJIBHOTO KiarmaHa
JIOCTOBEPHO Yallle perucTpupoBajicsa B uccieayemoit rpynme (11,8%), uem B rpymrme
koHTpoist (5,2%) wm Jocturan ypoBHS crathucTUdeckod 3Hauumoctu (p=0,045);
MaTOJIOTHsI OpraHOB 3peHus Obuta BeIsBIeHA y 106 (35,7%) nereit ¢ mposSBICHUSIMU
KPOBOTOYMBOCTH, a B Ipymre cpaBHeHus —y 14 (12,2%) odcnenyemsix (p<0,001).

HpI/I OLICHKC BHCICPAJIBbHBIX IIPHU3HAKOB CHCTCMHOI'O BOBJICUCHU A
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COCMHUTENBPHOM TKAHM B TMATOJIOTUYECKUH TPOIECC YAAIOCh YCTAaHOBHUTH, YTO
JUArHOCTHYECKH 3HAUYMMOE BOBJIEUEHHE 3-X M OOJee OpraHoB Pa3IMYHBIX CUCTEM H
cymmy OamioB Oonee 20 HaOmomanmack y 12 gereit. Cpeansis cymma OajlioB B
uccienyeMon rpynmne cocraBuia 14,6+2.3 Gamna. Y 3Tux aeTeil ormeuanuch Oosee
BBIp2XEHHBIC TIPOSIBJICHHSI TeMOpparunieckoro cuuapoma. Knmaudeckas kapTuHa Obuia
NIPEJICTABICHA COBOKYITHOCTHIO HOCOBBIX KPOBOTEUCHHIA, JECHEBHIX KpPOBOTCUCHHA,
MOBBIIICHHBIM 00pa30BaHUEM TIETEXUH M HKXMMO30B Ha (OHE HE3HAUUTEIHHOU
TpaBMaTH3aIlMKM, y JCBOYEK IIyOepTaTHOTO BO3pacTa OTMEUAINCh OOWJIBHBIC W
JUTUTEIbHBIE KPOBOTEUECHUS B MIEPHOJ] MEHCTPYaJIbHOTO LIUKJIA.

JleTssM uccienyeMblX Tpynn ObUT TPOHW3BEACH pacueT W MPOBENCH aHallu3
(U3NYECKOTO pa3BUTHUS.

Ananu3 (QU3NYECKOro pa3BUTHS JETE W €ro pachpeiesieHHe IO YpPOBHSIM

oToOpaxaeT Tabiuia 4.

Tabnuua 4 — Pusznueckoe pa3BUTHE Y AETEH B U3y4aeMbIX Tpyniax

JleTu ¢ nposiBieHueM .
DU3NIECKOTO reMOopparudecKoro Aletn KOHTPSHBHOH
pa3BUTHS curapoma (N=217) rpymmst (1=115) P
(Bapuantsr) n % n %
1 2 3 4 5 6
Cpennee 76 35 56 48,7 0,018
TapMOHHYHOC
Cpenuee 54 24,9 25 21,7 0,423
JTUCTAPMOHUYHOE
Beiiie cpennero 7 3,2 0 0 0,100
TapMOHHYHOC
Beimmie cpennero 60 27,6 22 19,1 0,100
JTUCTAPMOHUYHOE
Hwuxe cpennero 5 2,3 2 1,8 1,000
TapMOHUYHOC
Hwxe cpennero 15 7 10 8,7 0,662
JTUCTAPMOHUYHOE
N30bITOK Macchl Tena 45 20,7 14 12,2 0,069
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[Tponomkenue Tabimib 4

1 2 3 4 5 6
HenocraTtok maccel 47 21,7 16 13,9 0,100
Tela
Hopwmainbnast macca 125 57,6 85 73,9 0,004
Tela

Cratuctuka: %; p — Tounblii kpurepuii Gumiepa (TKD).

B ocHoBHO# rpymnme gerel cpeiHue moka3aTeau GU3nUecKoro pa3BUTHSI UMEIOT
76 nerei, uto cocrtaBisieT 35%, B KOHTPOJBHOM TIpYIIIE CPEIHUE IOKa3aTelu
¢bu3uYecKoro pa3BUTUS OTMEUYaroTcs y 56 moApocTkoB, uto coctaBuiio 48,7%,
(p=0,018) (Tabmuma 4). Cpennee AUCTApMOHUYHOE (PU3UYECKOE PA3BUTHE Yallle
pPETUCTPUPOBAIOCH B Hccaeayemon rpynne (24,9% wuccnemyeMoi Trpynmbl MPOTHB B
21,7% B tpynmne koutpoisi, p=0,423); dusnueckoe pa3BUTUE BBIIIE CPEIHETO
TapMOHUYHOTO B OOJBIIMHCTBE CIIy4aeB PETUCTPUPOBAIOCH B HCCIEAYEMOW TpyIIe
(3,2% B uccnenyemoil rpynne npotuB 0 B rpynme koHTpois, p=0,100); ¢puznueckoe
Pa3BUTHE BBIIIE CPEIHETO TUCTaPMOHUYHOIO Yalle PErUCTPUPOBAIOCH B UCCIEAYEMON
rpymnmne (27,6% B uccinemyemoit rpynne npotuB 19,1% B rpynmne xkontpods, p=0,100);
duznyeckoe pa3BUTHE HUKE CPETHEr0 TAPMOHUYHOTO OBLIO MPAKTUYECKH OJUHAKOBBIM
B o0eux rpynnax (2,3% B uccnenyemoil rpynne npotuB 1,8% B rpyrmme KOHTpoOIs,
p=1,000); ¢usmyeckoe pa3BUTHE HUXKE CPEOHEro JMCTapPMOHMYHOIO  Yalle
PErUCTPUPOBAIOCH B KOHTPOJIbHOU rpynie (8,7% B KOHTPOIBHOH rpyIine npoTuB 7% B
uccinenyemoit rpynmne, p=0,662); u30bITOUHAs Macca Teja 4Yallle BBISIBISAIACH B
uccnenyemoit rpymmne (20,7% B uccienyemoir rpynmne npotuB 13,9% B rpymie
koHTpotisi, p=0,069); HemocTtarouHas Macca Tejla TaK XK€ B OOJBIIMHCTBE CIIy4acB
peructpupoBaigack B uccieayemoi rpymnmne (21,7% B uccimenyeMol rpymmne HTpOTHB
13,9% B rpynme koutpoiis, p=0,100); OGOMBIIMHCTBO IETEH KOHTPOJHHOW TPYIIIBI
UMEU HOpMasibHbIe TMoKa3zarenu macchl Tena (73,9% B KOHTPOJILHOM TpyIline MpOTUB

57,6% B rpynne cpaBaenus, p=0,004).
Pe3srome

Takum oOpa3zom, Mo pe3yibTaTaM aHKETHOTO ONpOCca W aHalu3a aMOYIaTOPHBIX
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KapT MoKa3aresu (PU3NYECKOTO pa3BUTHUS PACIPEACTHINCh CIECAYIOIMM 00pa3oM: OKOJIO
1/3 nereit nccrnemyeMoit Tpymiisl UMeNH (GU3MIECKOE PA3BUTHE CPEIHEE TapMOHUYHOE, B
rpyIe CpaBHEHHUSI TOT IMOKa3aTelb OTMEYAJICsl MOYTH Y IMOJIOBUHBI jeTeil. HopmalbHbie
IIOKA3aTeM MAacChl TEJlAa 4Yalle PETUCTPUPOBAINCH Yy JETEM KOHTPOJIBHOM TPYMIIBL.
OTAromneHHbI ceMeHHbIA TPOMOOTHUYECKUI U TEMOPpAarnyeCKuii aHaMHE3 Yallle BhISBIISIICS
y JeTell ¢ MPOSBICHUSMH MHUKPOLIMPKYJSITOPHOW KPOBOTOYMBOCTH B BHUAE HHCYJHTOB
(7,7%), undapxroB (4,0%), cocyauctsix TpomM0030B (2,2%). OCHOBHBIMU KIIMHUYECKHUMU
NPOSIBIICHUSIMA TE€MOPPAru4eckoro CHHAPOMA y JIETe HCCIeqyeMOW TPYNIbl SIBUIHCH
HOCOBBIE KpoBoTeueHusi (63,7%), mecHeBble kpoBoreueHust (8,0%), KpOBOM3IMSHHUE B
ckiepy rnasza (3,4%), CKIOHHOCTh K TOBBIILIEHHOMY OOpa30BaHUIO NETEXHUM, SKXMMO30B
(16,2%), obunbHBIE W JJMTENNbHBIE KPOBOTEUCHHUSI Y JIEBOUEK ITyOEpTaTHOrO BO3pacTa B
Nepruoi MEHCTpyaibHOTO KK (5,4%) 1 cocyaucTbie COObITUS B BUEC MHCYIHTOB U THUA
(2,0%). Buemmnue denotunuyeckue MposiBieHus HenubhepeHIIMPOBaHHON IHUCTIIa3UN
COCIVHUTENBHON TKAaHU Yallle PErHCTPUPOBAIUCH y ACTEH HCCIETYyEeMOM TPYMIbl B BUE:
MUKPOLMPKYJISTOPHBIX KpoBoTeueHui (79,8%), BeipaskeHHOro kugdosa (19,9%), anomanu
npopesbiBanus 3y0oB (16,8%), mnockocronus (13,7%), Bumumoit BenosHoit cetu (10,1%),
TUIEepMOOMIILHOCTH  cycTaBoB (4,4%). HaumbOosnee wyacTbie BHUCHEpAIbHBIC MPOSBICHHUS
HeudepeHITMPOBAHHON JTUCIIA3UN COCTUHUTEIBLHON TKaHW OBUIM CO CTOPOHBI OPraHOB

3penust (35,7%) u nposarica MuTtpasibHorO Kianana (11,8%).

3.2 Pe3yabTaThl HCCIEI0BAHNS JJA00OPATOPHBIX NOKa3aTeel

y AeTell ¢ NPOsIBJIEHMEM IreMOPpParun4eckoro CHHApPoMa

[IpoBenenune m1a0OPATOPHBIX HCCIACAOBAHUN AJIE YTOYHEHHUS PEOJOTHYECKHX
CBOMCTB KpPOBM HEOOXOJMMO JETSM C MPOSBICHUEM TI'e€MOPPAaruuyeckoro CHHApOMa
BBUJIy PUCKa Pa3BUTHUS MOBTOPHBIX KPOBOTEUEHHHN M WX OCIOXKHEHHH WM HA0O00POT
Pa3BUTHUSL COCTOSIHUM TPOMOOTHYECKOW TOTOBHOCTU. B paMkax mpoBefeHusi HaydHOU
paboThl BCEM JETSAM MPOU3BOJAMICS 3a00p KPOBH JJisi OMNpEICNICHUs IOKaszaresei
o0mIero aHaiau3a KpOBU C LEIbI0 YTOYHEHHUS BA3KOCTH KPOBH, IMOJCYETa 4YHCIA
SPUTPOIUTOB, OINPEACIICHUS YPOBHSI Te€MOTrJI00MHA, JEHKONUTOB. M3MeHeHUs! JaHHBIX

rokasarejiecii B O6IIIGM aHalIn3¢ KpPOBHU MOXKET CYHICCTBCHHO HU3MCHATH CC
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PEOJIOTHYECKHE CBOMCTBA M MOCIYKUTh OJHUM U3 (PAKTOPOB PA3BUTUS COCTOSIHHS
TPOMOOTHYECKOM TOTOBHOCTHM WJIM HAaoOOpPOT pealu3allid pazIudHOTO  poja
KpOBOTEUEeHM. Pa3zBuTHE MpPOSIBICHUN TIeMOppParuueckoro CHUHIPOMA MOXKET ObITh
CBSI3aHO C  M3MEHEHUSIMH  [IOKaszarejedl  KOaryJsilIHOHHOTO U  COCYIHUCTO-
TPOMOOIIUTAPHOTO 3BEHBEB CHUCTEMbI TemMocTaza. B HopMe TpOMOOIMTHI SIBISIOTCS
OCHOBHBIMU KOMIIOHEHTAMH B CUCTEME COCYAMCTO-TPOMOOLIUTAPHOTO 3BE€HA FeMOCTAa3a.
OHU CcOCOOCTBYIOT 00pa30BaHUIO MEPBUYHOTO COCYIHUCTO-TPOMOOIIMTAPHOTO TpomMOa
NyTeM UX aJAre3uH, arperaivy M crasMa TIaJKod MYCKYJaTypbl MOBPEXICHHOTO
cocy/la, TakXKe€ OHM BBIMOJNHAIOT AaHTHOTpouuecKyro (YHKIHUIO, MOAIEPKUBAs
(YHKIHMOHAJIBHOE COCTOSIHME 3HAOTENMS COCYNIOB, Ojarojapsi 4eMy B OpraHU3ME He
IPOUCXOAUT PAa3BUTHS MEXAaHU3MOB MOBBIIIEHHOIO TPoMOOOOpPa30BaHUsI, YTO, B CBOIO
ouepeab, MOTJ0 Obl MPUBOAWTH K TMOBBINICHHOW AaKTHUBAIMH (HUOPUHOIUTUIECKON
CUCTEMBI M KaK pe3yJbTaT K pa3BUTHIO KPOBOTEUEHUH.

B pamkax mpoBeaeHHs Hay4HO-HCCIIEOBATEIbCKOM pabOThl OOJIBLION HMHTEpEC
COCTAaBWJIA OIIEHKa MOKa3zareyied OOLIEro aHaiu3a KpPOBU y JIETEd HUCCIeayeMoll H

KOHTpoJibHOM Tpynn (Tabnuma 5).

Tabmuma 5 — Ilokazarenu oOmero aHamuM3a KpPOBU y JETel C MPOSIBICHUEM

reMOpparnyecKoro CUHAPOMa M 1€TEN KOHTPOJIBHOM IPYTIIIBI

Hetn
Hetn
C IIPOSABJICHUEM .
KOHTPOJIbHOU
[Tokazarenb reMOpparuyecKoro p
rpynnsl N= 115
cunapoma n= 297
M=+m
M+m
c)
PHIPOTUHLR % 4,43+0,68 4,47+0,29 p=0,870
10™/n
['eMOrII0GHH I/11 133,8+18,05 131,0249,1 p=0,726
JletikouuTs X 10%/1 7,1142,75 6,07+1,28 p=0,053
TpoMOOIUTHI X
0% 253,8+74.6 243+63,2 p=0,558

Craructuka: U — kpurepuit ManHa-YuTHu.
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3aduxcupoBano (Tabmuma 5), 4To y AeTeld HCCIEAyeMbIX TPYII TOKa3aTelu
o0IIero ananm3a KpOBU OBLTM NMPHUMEPHO OJMHAKOBEI M HE WMENH CTAaTUCTHYECKUX

pA3IUYUH.

Ta6J'II/IHa 6 — Ilokazarenu IJIa3MEHHOTO 3BE€HA I'e€MOCTa3a y z[eTeﬁ C MPOABIICHUCM

reMopparuyeckoro CUHApPOMa U JeTel KOHTPOIBHOM TPYIIIbI

Hetn
C IIPOSIBIICHUEM Jletn KOHTpOIBHOM
TloKa3aTeIE TreMOpParu4ecKoro TPYIIIBI b
CHUHJIpOMa n=115
n= 297 M+m
M=+m
1 2 3 4
AUTB, (cek.) 40,19+7,64 36,38+3,12 p<0,001
MHO 1,12+0,13 1,1+0,05 p=0,210
J-mumep, Hr/M 168,42+118,4 100,87+43 p=0,011
POMK, mr/100ma 13,02+24,5 3,00 p=0,011
dubpuHOTEH, T/ 2,78+0,67 2,17+0,37 p=0,003
IITB, cexk. 12,7+1,08 12,2+0,63 p=0,215
Pomomerents, 10,623,90 5,870,79 p<0,001
MKMOJIB/JI

Crarucruka: U — kpurepuit ManHa-YuTHu.

Takum 00pa3oM, YCTaHOBJIEHO, YTO Yy JI€T€ C KIMHUYECKUMH TPOSBICHUSMU
KpoBOoTOYMBOCTH mokaszatenn AYTB Obutm  JOCTOBEpHO BBINIE, 4YeM Y JeTei
KoHTpoJibHOM rpynmbl (P<0,001), yTto TOBOPUT 00 HMX CKIOHHOCTH K MpOIEccam
runokoarynsiuu (Tabmuua 6). [lokazarenu MHO y nereit o6eux rpynm HE HUMENH
cratucTuaeckux pasnuuuit (p=0,210) u ObuM NPUMEPHO HA YPOBHE OJMHAKOBBIX
3HaueHuid. CpegHue 3HaueHus ypoBHsA Jl-numepa ObUIM BBINIE y JIeTEH HCCIeayeMOM
Ipynibl PpU CPAaBHEHHH C TPYIION KOHTPOJS W JOCTUrajdd YPOBHSI CTaTUCTUYECKOMN
3HaunMocTtu (p=0,011). ITpu cpaBHenun ypoBHs PDOMK y nereil mccaenyeMon u
KOHTPOJIbHOM TpYIIN 3TOT MOKa3aTreidb ObUl JOCTOBEPHO BHIIIE Yy TMALUEHTOB C
nposiBieHusiMu - kpoBotounBoctu (p=0,011). VYposens QubpuHOTeHa OMpEaesCcs

3HAYMMO BBIIIIE€ B UCCIIEAYEMOM TpyIIie Mpu CpaBHEHUU C Tpynmoi koHtposs (p=0,003).




65
Cratuctnueckux pasznuuuii (p>0,05) mo moxkazarensm [ITB y nereit obemx rpynm
oOHapy>keHO He ObUI0. YpPOBEHb TOMOIIUCTEMHA Yy JeTed C TPOSBICHHUEM
reMopparuueckoro cuuapoma coctaBuia 10,62 MKMOJIb/TT M ObUT 3HAUUMO BBIIIE, YEM Y
neTel KOHTpoabHOM rpymisl (p<0,001).
Pe3ynbTaThl COCyAMCTO-TPOMOOIIMTAPHOTO 3BEHA TIeMOCTa3a IpEACTABICHbI B

tabmurie 7.

Tabnmuma 7 — Iloka3arenu COCYIHUCTO-TPOMOOIIMTApPHOTO 3BEHA T'eMOCTaza y JeTeH

C IPOSIBJIEHUSAMH T€MOPPArn4eCcKOro CUHAPOMA U IE€TEW KOHTPOJIBHOU IPYIIIIBI

Hetn .
JleTh KOHTPOJIBLHOU
C IIPOSIBJICHHUEM
rpynnbl n=115
[Toxa3zarens reMOpPparuuecKkoro p
M=Em
cuHapoma n= 297
M=Em

Arperanus
TPOMOOITUTOB c 56,93+5,50 67,44+3,60 p<0,001
koJriareHoMm (%)
Arperanus
TPOMOOITUTOB Cc 57,18+6,36 69,28+4,23 p<0,001
AJID (%)
Arperaius
TPOMOOITUTOB c 41,00+5,17 65,77+£3,76 p<0,001
anpeHaauHoM (%)
Arperanus
TPOMOOITUTOB c 59,50+3,03 74,59+7,87 p<0,001
puctoMuiiHOM (%)
YpoBens  (dakropa

80,00+11,55 65,57+2,59 <0,001
Bune6panma (%) ’ ’ ’ ’ P

Craructuka: U — kpurepuit ManHa-YuTHu.

BreisiBieno, 4to y naetredl wucciienyeMod TPYIIbl arperaius TPOMOOILMTOB C
4yeTblpbMs  MHAYKTOpamMu (kostareH, AJI®, aapeHanuH, pUCTOMHIMH) Oblia
JIOCTOBEPHO HIKE MPU CPABHEHUU C JAETbMU KOHTpOsbHOU rpynmsl (P<0,001). MoxHo
TaK)K€ KOHCTAaTUPOBaTh, YTO y JI€TE€H C MPOSBIECHUEM T'€MOPPATMYECKOr0 CHUHApPOMA

ypoBeHb (paktopa Bumnebpanna cocrasun 80,00%, HanmpoTHB, y IeTel KOHTPOJIbHOMN




66
TpyHMbl 3TOT MOKa3aTenb paBHsuica 65,57%, pasHulla mokasartenei Obula TOCTOBEPHO
3Haunma (P<0,001). CHukeHue arperanyii TPOMOOLMTOB Ha 2 W 3 HMHAYKTOpa
(ampenanun, AJI®, xomnareH) BbIABICHO y 55,4% manmentoB. MHTepecen ToT (akr,
yto nout y 70,0% nereit Oblsia CHIKEHA KoJUIareH-arperanus (M30JupoBaHHAs WK B
COUETAaHUHU C JAPYTMMH HHAYKTOpPaMH), YTO XapakTEpHO JJIsi TeMaTOME3eHXUMAJIbHbIX

JUCIUIa3UH.
Pe3ome

Takum oOpa3oM, Mpu aHanu3e JTa0OPATOPHBIX MOKa3aTeNe AeTe o0eux rpyrl
yAQJIOCh YCTAHOBUTH, UTO JTOCTOBEPHBIX PA3IMYMI MO JaHHBIM OOILEro aHaJIn3a KPOBU
He oOHapyxeHo (P>0,05). Ilpu oleHke moka3zaTesieil MIa3MEHHOrO0 3BE€Ha IeMocTa3a
YCTaHOBJICHO, YTO y JIETEH C KIMHUYECKUM MPOSIBICHUEM T€MOPPArnyecKoro CHHIpoma
nokazarenu: AYTB, J[l-numepa, PDOMK, ¢ubpunorena, romorucTeuHa ObUIU
JIOCTOBEpHO BBINIe, YeM Yy JeTed KoHTpodbHOM Trpynmel (P<0,05). Ilpu orenke
arperalmoHHoON (PyHKIIMM TPOMOOIIMTOB HA Pa3IMYHbIE UHIYKTOPHI YCTAHOBJICHO, YTO B
UCCIIEyeMOM TpyINe ATH TMOKa3aTeld ObLIM JIOCTOBEPHO HIKE, NPU CPAaBHEHUU C
koHTpospHOM (P<0,001). YpoBennr dakrtopa Bumnebpanga OblT 3HAYMMO BHIIIE B

uccienyemoit rpymnmne (p<0,001), yeM B KOHTPOJILHOM.

3.3 HocuTeJIbCTBO OTHOHYKJICOTHIHBIX 3aMEeH B IeHAX, PeryJMpyIINX reMocTas

B mpouecce BbImoigHEHHs pabOThl MPOBOAWIOCH OOHApY)XEHHE UIECTH
OJHOHYKJICOTUIHBIX 3aMEH B TPOTPOMOOTHYECKHMX TeHax Tpombopummu: F2:
20210G>A; F5: 1691G>A; FGB: - 455G>A; PAI-1: -675 5G>4G; ITGA2: 807C>T,
ITGB3: 1565 T>C u nByX OJHOHYKJICOTHIHBIX 3aMEH B MPOTEKTUBHBIX reHax: F7:
10976G>A; F13: 103 G>T.

PaccMoTpeHHbIe OJTHOHYKJICOTHUIHBIE 3aMEHBI B F'€HAX, PETYIHUPYIOIIUX FeMOCTa3

¥ KOHTHHTEHT MOPOCTKOB, MPEACTABICHBI B Ta0HIIE 8.
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Tabnuna 8 — OQHOHYKJICOTHUIHBIE 3aMEHbl B IeHaxX IJIa3MEHHOTO 3BE€HA IeMocTasa

y AETEN UCCIENYEMON U KOHTPOJIBHOM IPyIII

Hetn
Cen [Tomumopduzm/ Beero C MIPOSIBIICHUEM KonTponbHas
MyTalus reMOpPParnyecKoro rpynmna
CHUHJIpOMA

F2: 20210G>A

G20210A 207 92 115
F5: 1691G>A

G1691A 207 92 115
F1.-455G>A G-455A 207 92 115
PAI-1:-675
5G>4G 5G6754G 207 92 115
ITGA2: 807C>T

C(@&07)T 207 92 115
ITGB3: 1565 T>C T1565C 207 92 115
F7: 10976G>A G10976A 207 92 115
F13:103 G>T G226A 207 92 115

Jlig Bcex MOMMMOP(PHU3MOB CHCTEMBI I€MOCTa3a PacCUUTaHbl YacTOThI ajlienen
(Tabnuia 9).

[TosmyueHHble pe3yabTaThl JAIOT BO3MOXHOCTh YTBEPKIaTh, YTO BCTPEUAEMOCTD
penkoro amrens A (-455) renma F1 (puOpuHOreHa) ¢ JOCTOBEPHOM YacTOTOMH
onpenensiock y 31,5% (p=0,033) gerelt ¢ npuzHakaMu KPOBOTOYMBOCTH, YeM Y AeTeH
rpynnel  cpaBHeHus (21,1%). BeisBieHo, uTto 'y nmered ¢ MPOSIBICHUEM
reMopparuyeckoro CcHHapoma MUHOpHBIM amiens T 807 reHa TpomMOOUUTApHOrO
penentopa k kosuiareny (ITGA2) 3apukcupoBan ngoctoBepHo vaiie 46,7% (p=0,004), B
TO K€ BpeMs MaxopHbi amienb C 807 mpeacTaBIEHHOrO IeHa JOCTOBEPHO BBIIIE
BbIsiBIIeH 60,8% (p=0,030) y 310pOBBIX MAIIUEHTOB.

Bmecrte ¢ Tem, gactora peakoro romosurornoro amienas 4G (-675) rena PAI-1
(dbuKcupoBanach BbllIE y JeTel ¢ mposineHusMH kpoBotounBoctu 80,4% (p=0,002),
HAMPOTHUB, YaCThIH TOMO3UTOTHBIN ajtenb 5G (-675) rena PAI-1 3Haunmo yarie 40,9%

(p<0,001) ompenensncs y 3n0poBeix Aeteit (Tabnwuima 9).
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Tabnuna 9 — BricTpanBanue 4acToOT amienei mpoTpoMOOTHUECKUX MOIUMOP(HU3MOB

y I[eTeﬁ C MHUKPOOUPKYJIATOPHBIM THIIOM KPOBOTOYMBOCTH MW Y ITAIMCHTOB TI'PYIIIIbLI

KOHTPOJISI
Hccnenyemas KonTtponrpHas
Jlokyc Annenn rpy:na P yrllma p
Bcero (%) Bcero (%)
Fll G 182 (98,9) 226 (98,3) 1,000
(ITpoTtpomOuH) A 2 (1,1) 4(1,7) 0,695
n=92 n=115
FV G 180 (97,8) 221 (96,1) 0,930
(dakTtop 5) A 4(2,2) 9 (3,9 0,393
n=92 n=115
FVII G 160 (87,0) 65 (90,3) 0,894
(dakTop 7) A 24 (13,0) 7(9,7) 0,498
n=92 n= 36
FXI11 G 148 (80,4) 79 (76,0) 0,787
(dakrop 13) A 36 (19,6) 25 (24,0) 0,380
n=92 n= 52
FGB G 126 (68,5) 60 (78,9) 0,338
OubOpuHOTCH A 58 (31,5) 16 (21,1) 0,033
n=92 n= 38
ITGA2 C 98 (53,3) 101 (60,8) 0,030
(TpomObomTapHBIHA T 86 (46,7) 65 (39,2) 0,004
penenTop n=92 n= 83
KOJIJIareHa)
GPllla T 148 (80,4) 92 (86,8) 0,710
TpomboruTapHbIit C 36 (19,6) 14 (13,2) 0,148
perlenTop n=92 n=53
¢ubpuHOreHa
PAI-1 5G 36 (19,6) 94 (40,9) <0,001
Wuaruburtop 4G 148 (80,4) 136 (59,1) 0,002
aKTHUBaTOpa n=92 n=115
TTa3MHUHOT CHA

[Tpumeuanue: B ckoOkax —%; p — TouHblil kputepuii uiepa (TKD).

Baxxnast posib Obl1a OTBEJIEHA M3YUYEHHUIO PACIPOCTPAHEHHOCTH aJljIesield T'€HOB,

peryjmmpyrommx reMocras y MajJbiuMKOB U JICBOYUCK C IPOABJIICHUAMH KPOBOTOYHMBOCTU
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Ta6muna 10 — BeicTpanBaHue 4acToT ajljiesiel PpOTPOMOOTHYECKUX MOJIUMOP(DOHU3MOB Y

MManueHTOB C YYCTOM I10J1Ia

Masbunku
. JleBouku
Jlokyc Annenu | KpOBOTOUYHMBOCTHIO © KpOBOTO:HBOCTHO p
n
0
Bcero (%) Beero (%)
oo | WO ZICO I
(ITporpoMOuH) A =55 =37 0,514
FV G 1019((09331) 7; 851,)9) 1,000
(dakTop 5) A =55 1=37 0,299
e | nER T EER
(daxrop 7) A =55 1=37 0,629
s | o | B0 BED g
(daxrop 13) A =55 1=37 0,191
w o | 208 SER
dubpuHOTECH A =55 =37 0,016
Az 61 (55,5) 37 (50,0)
(TpombGotmTapHbIit C 0,087
CLLeTITO T 49 (44.5) 37 (50,0) 0.078
PERETITOP n=55 n=37 ’
K KOJIJIAareHy)
GPllla
TpombouuTapHsIit T 86(78,2) 62 (838) 0,753
24 (21,8) 12 (16,2)
peuenTop C 0,384
n=55 n=37
¢bubpuHOTEHA
PAI-1
(TxaneBoi 23 (20,9) 14 (18,9)
2
UHTHOUTOP oG 87 (79,1) 60 (81,1) 0.829
4G 1,000
aKTHUBaTopa n=55 n=37
MJIa3MUHOT€HA)

[Tpumeuanue: B ckoOkax —%; p — TouHblil kputepuii Gumepa (TKD).




70

[Ipu cpaBHEHHH YACTOT ajljieNiell C Y4€TOM IeHIEPHBIX OCOOCHHOCTEHN OMpEeeseHO,
qT0 MHHOpHBIH amienb A teHa FGB G(-455)A Bcrtpewasics damie y JEBOYCK C
MPOSIBJICHUSIMU KPOBOTOYMBOCTH T10 CpaBHEHMIO ¢ Masibuukamu (p=0,016).

[Ipu cpaBHEHHHM YaCTOTHI BCTPEUAEMOCTH aJlJIeJCH Yy MaJbUUKOB C MPOSIBICHUSIMU
KpoBoTOuMBOCTH U 06e3 Heé€ (Tabnuma 11) onpeneneHo, uro muHopHbIN amiens C 1565
TpOMOOIIUTAPHOTO pelentopa K (UOPUHOTEHY TOCTOBEPHO BbIlIE (DUKCUPOBAJICA Y
MAIMEHTOB C MPU3HAKaMH KPOBOTOYMBOCTH. OTMEUEHO, uTo penakuil amiensb (-675) 4G
reHa rasmuHoreHa (PAIl-1) MakcMMalbHO BBICOKO PETHCTPUPOBANICS Y FOHOIIEH ¢
MPOSIBIICHUSIMU KpOoBOTOUMBOCTH (p=0,014), HampoTUB, MaKOPHBIN ajieslb JOCTOBEPHO

gaiie perucTpupoBalics y 310poBbix narueHTos (p<0,001).

Tabmuua 11 — PacipocTpaHeHHOCTh ajuieniell TeHOB, CBEPTHIBAIOIIUX (DAaKTOPOB KPOBU

y MaJIbYUKOB MCCIIEyeMOU U KOHTPOJBHBIX IPYIII

Manpuuku ¢ ML UrKI

o | e | I

Bceero (%)

1 2 3 2 :
FIl G 1028((19252) 1211(292;2) 1000
(IIpotpomOuH) A n:5’5 n:él 0,603
FV G 1019((09331) 1157(29%9) 0.908
(daxrop 5) A n:r;5 n=6'1 0.210
Y N i; m 10(2818;32)) 1,000
(Paxrtop 7) A n:55, n=1’7 1000
CORICRE- RN T
(daxrop 13) A n=55, n=25, 0471
iy > 2; ggii 373((187255)) 0,687
dubpUHOTEH A n:55, n:2,0 0,200
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1 2 3 4 5
"eAz 61 (55,5) 31 (57.4)
(TpombouUTapHBIiA C 0,733
CLLEIITO T 49 (44,5) 23 (42,6) 0.723
PELEITIOP n=55 n=27 |
K KOJIJIareHy)
GPllla
TpomGorMTapHbIi T 86(78,2) 44 (95.,6) 0,494
24 (21,8) 2 (4,4)
penentop C 0,003
n=55 n=23
¢ubpuHoreHa
PAI-1
(TxaneBoii 23 (20,9) 51 (41,8)
<
HHTHOUTOP °G 87 (79,1) 71 (58,2) 0,001
4G 0,014
aKTHUBaTopa n=55 n=61
IIJIa3MHUHOT€HA)

[Tpumeuanue: B ckoOkax —%; p — TouHblil kputepuit Gumepa (TKD).

Y  1neBouek

C

I[MPOABJIICHUSAMHA  KPOBOTOYMBOCTH C

OOJIBIIIE  YaCTOTOM

onpenemsuuch penkuit amwiens T 807 rena ITGA2 (50,0% coorBerctBeHHo 35,1%),

=0,0005) u penxuii amnenbp 4G(-675) rena PAI-1 (81,1% coorBerctBernHo 60,2%,
(p p

p<0,001), yuem y 310poBbIx AeBoueK (Tabnuma 12).

Tabnuua 12 — PacnipocTpaHeHHOCTh ajuiesiell TeHOB, CBEPTHIBAIOIINUX (DaKTOPOB KPOBU

Yy MaJIbYUKOB UCCIEAYEMOU U KOHTPOJIBHBIX TPYIIIL.

JleBouku JleBouku
Tokyc J—— v KpOBOTOn‘{I/IBOCTbIO 3;[0pr(])1351e b
Bcero (%) Bcero (%)
1 2 3 4 5
=1 G 74 (100) 105 (97,2) 1,000
A 0 3(2,8) 0,268
(ITporpom6OuR) =37 e
Fv G 71 (95,9) 104 (96,3) 1,000
A 3(4,1) 4 (3,7) 1,000
(daxktop 5) =37 e
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1 2 3 4 5
EVII G 63 (85,1) 35(92,1) 0,849
(®axtop 7) A 11 (14,9) 3(7,9) 0,338
n=37 n=19
EXII G 63 (85,1) 43 (79,6) 0,853
(@axtop 13) A 11 (14,9) 11(20,4) 0,429
n=37 n=27
FGB G 45 (60,8) 27 (75,0) 0,188
DubpuHore: A 29 (39,2) 9 (25,0) 0,059
n=37 n=18
ITGA2 C 37 (50,0) 35 (64,8) 0,006
(TpomOoIIMTapHBIH T 37 (50,0) 19 (35,1) 0,0005
penenTop n=37 n=27
K KOJIJIareHy)
GPllla T 62 (83,8) 48 (80,0) 0,858
TpomOotTapHbIi C 12 (16,2) 12 (20,0) 0,611
peuenTop n=37 n=30
(ubpuHOreHa
PAI-1 5G 14 (18,9) 43 (39,8) 0,027
(TxaneBoi 4G 60 (81,1) 65 (60,2) 0,00007
UHTHOUTOP n=37 n=54
aKTUBaTOpa
MJIa3MUHOT€HA)

[Tpumeuanue: B ckoOkax —%; p — TouHbIil kputepuit Gummepa (TKD).

PacmipocTpaHeHHOCTh TEHOTHUIIOB TEHOB CHCTEMBl TeMocTa3a B Tpymmax
UCCIIEIyeMbIX MalMeHTOB JEeMOHCTpUpyeT Tabmuua 13, u3 KOTOpOHM cleayeT, 4To
penkuit romo3urotHbidi TeHoTun 807 TT rena ITGA2 (31,5%) u penkas romo3urora
reHa PAI-1 (66,3%) y mamueHTOB ¢ NPOSIBJICHUSIMH KPOBOTOUHMBOCTH BBISIBIISIIUCH
JIOCTOBEPHO BbIIIE, 4eM Yy 3A40poBbix nerer (p<0,050). Bmecte ¢ TeM, TOMO3UTOTHBIN
rerotun (Maxopueli ayens) SG(-675)5G (17,4%) u rerepo3urotHeiii reHoTun 4G(-
675)5G rena (47,0%) PAI-1 ¢ Oonblieil 4acTOTOM PErHCTPUPOBAIKCH Y 3I0POBBIX

namuenToB (p<0,001).
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Tabmuma 13 —  PacnpocTpaHeHHOCTh  OJHOHYKJICOTHAHBIX  3aMeH  (Terepo-
U TOMO3HMIOTHBIE BapHaHTBl) B T€HaX, PETryJIUPYIOIIUX TeMOocTa3 y JieTel

C MUKPOLOUPKYJATOPHBIM THIIOM KPOBOTOYUBOCTH U Y 3I0OPOBBIX ITAITUCHTOB

bonbHbIE 310poBbIE
I'erotun n n p
Bcero (%) Bcero (%)
1 2 3 4
F1: (-455)
GG 45 (48,9) 23 (60,5) 0,607
GA 36 (39,1) 14 (36,8) 0,845
AA 11 (12,0) 1(2,6) 0,111
n=92 n=38
F2: 20210
GG 90 (97,8) 111 (96,5) 0,695
GA 2(2,2) 4 (3,5) 0,695
AA 0 0
n=92 n=115
F5: 1691
GG 88 (95,7) 106 (92,2) 0,393
GA 4 (4,3) 9(7,8) 0,393
AA 0 0
n=92 n=115
F7:10976
GG 71 (77,2) 29 (80,6) 0,813
GA 18 (19,5) 7 (19,4) 1,000
AA 3(3,3) 0 0,559
n=92 n=36
F13: 226
GG 58 (63,0) 30 (57,7) 0,595
GA 32 (34,8) 19 (36,5) 0,858
AA 2 (2,2) 3(5,8) 0,352
n=92 n=52
ITGA2: 807
CC 35 (38,1) 33 (39,7) 0,877
CT 28 (30,4) 35 (42,2) 0,117
T 29 (31,5) 15 (18,1) 0,050
n=92 n=83
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1 2 3 4
ITGB3: 1565
TT 61 (66,3) 40 (75,5) 0,267
TC 26 (28,3) 12 (22,6) 0,558
CC 5(5,4) 1(1,9 0,416
n=92 n=53
PAI-1:-675
5G5G 5(5,4) 20 (17,4) 0,009
4G5G 26 (28,3) 54 (47,0) 0,007
4G4G 61 (66,3) 41 (35,6) 0,0001
n=92 n=115

[Tpumeuanue: B ckoOkax —%; p — TouHbIil kputepuit Gumepa (TKD).

v MaguCHTOB C TIIPOABJICHUAMHU KPOBOTOYMBOCTH I1OJIOBBIX paSJ'II/I‘II/Iﬁ B
PaCIpOCTPAaHCHHOCTH OAHOHYKJICOTHUIHBIX 3aMCH B I'CHAX, PCIyJIHPYIOINIHUX I'CMOCTA3

obHapyxeHo He Obu1o (Tabmuna 14).

Tabmuma 14 — PacnpocTpaHeHHOCTh  OJIHOHYKJICOTHUIHBIX  3aMeH  (TeTepo-
W TOMO3WIOTHBIC BAapHWAHTBI) B TeHAX, PETYJIUPYIOMUX TEeMOCTa3 y JeTed
C KPOBOTOUYMBOCTBIO C YUETOM T0JIa
Manpuuku JleBouku
C TIPOSIBIICHUSIMH C TIPOSIBIICHUSIMH
SNP ananus KPOBOTOYMBOCTHU KPOBOTOYMBOCTH p
n n
Bcero (%) Bcero (%)
1 2 3 4
®dudpunoren (-455) GG 29 (52,7) 16 (43,2) 0,694
dudpunoren (-455) GA 23 (41,8) 13 (35,2) 0,378
dubpunoren (-455) AA 3(5,5) 8 (21,6) 1,000
n=55 n=37
[Tporpom6bun 20210 GG 53 (96,4) 37 (100) 0,514
[TporpomoOun 20210 GA 2 (3,6) 0 0,514
[TporpomoOun 20210 AA 0 0
n=55 n=37
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1 2 3 4
dakrop V 1691 GG 54 (98,2) 34 (91,9) 0,299
dakrop V 1691 GA 1(1,8) 3(8,1) 0,299
dakrop V 1691 AA 0 0

n=55 n=37

dakrop VII 10976 GG 43 (78,2) 28 (75,7) 0,804

daktop VII 10976 GA 11 (20,0) 7 (18,9) 1,000

daktop VII 10976 AA 1(1,8) 2 (54) 0,562
n=55 n=37

dakrop Xl 226GG 31 (56,4) 27 (73,0) 0,126

dakrop XIII 226 GA 23 (41,8) 9 (24,3) 0,118

®axrop X1l 226 AA 1(1,8) 1(2,7) 1,000
n=55 n=37

Wuterpun ansda-2 807 CC 23 (41,8) 12 (32,4) 0,390

Wurerpun ansda-2 807 CT 15 (27,3) 13 (35,1) 0,491

Wurerpun ansda-2 807 TT 17 (30,9) 12 (32,4) 1,000
n=55 n=37

WuaTerpun anbgpa-3 1565 TT 35 (63,6) 26 (70,3) 0,653

Wuterpun ansda-3 1565 TC 16 (29,1) 10 (27,0) 1,000

Hurerpun ansa-3 1565 CC 4 (7,3) 1(2,7) 0,410
n=55 n=37

SERPINEL1 (-675) 5G5G 3(5,5) 3(8,1) 0,681

SERPINEL1 (-675) 4G5G 17 (30,9) 8 (21,6) 0,352

SERPINEL1 (-675) 4G4G 35 (63,6) 26 (70,3) 0,653
n=55 n=37

[Tpumeuanue: B ckoOkax —%; p — TouHblil kputepuii Gumiepa (TKD).

AHanu3 4acTOThl PacpPOCTPAHCHHOCTH T€HOTUIIOB TE€HOB CHUCTEMbI T€MOCTa3a y
MaJbYMKOB C TIPOSBJICHHEM KPOBOTOUYMBOCTH M 3/I0pPOBBIMU Masbunkamu (Tabmuia 15)
MOKa3aJl, YTO TOMO3UTOTHBIN T€HOTHUI (4acThlii BcTpeuaembiid aiensb) 1565 TT GPHIA
(91,3%) nmocToBepHO dHaimie ONpenesyics y Malb4MKOB 0€3  MPOSBICHUS
KPOBOTOYMBOCTH TPU CPABHCHHH C MaJlbYUKAMH C IPOSBICHUEM TIe€MOPParuvecKoro
cungpoma (p=0,025). Kpome Ttoro, ciemyer ormerutb, uro Htzg reHotun reHa
SERPINE1 (50,8%) mocroBepHO OOJbIlI€ BBIABISUICS Y 30POBBIX TMAIlMEHTOB

(p=0,038), oaHako TOMO3WMIOTHBIM reHoTun (peakuit amiens) 4G(-675)4G rena



SERPINE1 3Haummo wyarie

kpoBotounBoctu (p=0,0014).

76

PETUCTPHPOBAJICS

y JeTed ¢ MPOSBICHUSAMH

Tabnmuna 15 — PacnpocTpaHeHHOCTh OJHOHYKJICOTHAHBIX 3aMEH B T€HAaX IeMocTasa

Y MaJIbYUKOB UCCJIEAYEMBIX I'PYIIII

Manpunku Manpurku
SNP-aHamis OCHOBHOM T'PYIIIIBI IPYIITBI KOHTPOJIS b
n n
Bcero (%) Bcero (%)
1 2 3 4
duodpunoren (-455) GG 29 (52,7) 13 (65,0) 0,434
dubpunoren (-455) GA 23 (41,8) 7 (35,0) 0,790
dudpunoren (-455) AA 3(5,9) 0 0,560
n=55 n=20

[Mporpombun 20210 GG 53 (96,4) 60 (98,4) 0,603

[Tporpom6un 20210 GA 2 (3,6) 1(1,6) 0,603

[Tporpombun 20210 AA 0 0

n=55 n=61

daxkTop V 1691 GG 54 (98,2) 56 (91,8) 0,210

dakrop V1691 GA 1(1,8) 5(8,2) 0,210

daxTop V 1691 AA 0 0

n=55 n=61

dakrop VII 10976 GG 43 (78,2) 13 (76,5) 1,000

dakrop VII 10976 GA 11 (20,0) 4 (23,5) 1,000

daxTop VII 10976 AA 1(1,8) 0 1,000
n=55 n=17

dakrop Xl 226GG 31 (56,4) 13 (52,0) 0,810

dakrop XIII 226 GA 23 (41,8) 10 (40,0) 1,000

dakrop XIII 226 AA 1(1,8) 2 (8,0) 0,229
n=55 n=25

WNurerpun anbda-2 807 CC 23 (41,8) 9(33,3) 0,483

Wurerpun ansga-2 807 CT 15 (27,3) 13 (48,2) 0,083

WNurerpun ansda-2 807 TT 17 (30,9) 5 (18,5) 0,295
n=55 n=27

Wurerpun ansga-3 1565 TT 35 (63,6) 21 (91,3) 0,025

WNuTerpun ansda-3 1565 TC 16 (29,1) 2 (8,7) 0,076

Wuterpun ansha-3 1565 CC 4 (7,3) 0 0,314
n=55 n=23
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[Tponomkenne Tabmuipt 15

1 2 3 4
SERPINEL1 (-675) 5G5G 3(5,5) 10 (16,4) 0,080
SERPINEL1 (-675) 4G5G 17 (30,9) 31 (50,8) 0,038
SERPINEL1 (-675) 4G4G 35 (63,6) 20 (32,8) 0,0014

n=55 n=61

[Tpumeuanue: B ckoOkax —%; p — Tounblit kpurepuit @urniepa (TKD).

Y 3710pOBBIX NIeBOYEK O€3 MPOSIBICHUN TMPU3HAKOB KPOBOTOYMBOCTH 3HAYUMO
BBIIIIC BBIABISUIOCH HOCHTEILCTBO TeTepo3urotHort wmyramuun 4G(-675)5G  rena
SERPINEL1 (42,6%) nipu cpaBHEHUU C JEBOYKAMHU, Y KOTOPBIX OTMEUAIUCH MIPOSBICHUS
remopparuueckoro cuaapoma (p=0,045). OmgHako TOMO3UTOTHBIA BapuaHT (peIKUi
amtens) 4G(-675)4G rena SERPINEL (70,3%) m0CTOBEpHO 4Yalle perHCTPHPOBAICS Y

JIEBOYEK C MposiBlieHusAMH KpoBoTounBocTd (p=0,0052) (Tabauma 16).

Tabmuma 16 — PacnpocTpaHeHHOCTh OJHOHYKJICOTHJIHBIX 3aMEH B  TeHax,

PEryJUPYIOLIUX TEMOCTa3 Y AEBOYEK C KPOBOTOUMBOCTHIO U 3JJ0POBBIX JIEBOUEK

JleBouku c 310poBbIE
MIPOSIBIICHUSIMU JIEBOYKH
['enorun KPOBOTOYMBOCTHU n p
n Bcero (%)
Bcero (%)

1 2 3 4
dubpunoren (-455) GG 16 (43,2) 10 (55,5) 0,566
®dudpunoren (-455) GA 13 (35,2) 7 (38,9) 1,000
®dubpunoren (-455) AA 8 (21,6) 1(5,6) 0,244

n=37 n=18
[Tporpombun 20210 GG 37 (100) 51 (94,4) 0,268
[Tporpom6un 20210 GA 0 3(5,6) 0,268
ITporpombun 20210 AA 0 0
n=37 n=54
®axrop V 1691 GG 34 (91,9) 50 (92,6) 1,000
®axrop V1691 GA 3(8,1) 4 (7,4) 1,000
daxrop V 1691 AA 0 0
n=37 n=54




[Tponomkenue Tabnuipl 16

78

1 2 3 4

dakrop VII 10976 GG 28 (75,7) 16 (84,2) 0,518

dakrop VII 10976 GA 7 (18,9) 3 (15,8) 1,000

dakrop VII 10976 AA 2 (5,4) 0 0,544
n=37 n=19

dakrop Xl 226GG 27 (73,0) 17 (63,0) 0,425

dakrop Xl 226 GA 9 (24,3) 9(33,3) 0,574

dakrop X1 226 AA 1(2,7) 1(3,7) 1,000
n=37 n=27

Nurerpun ansda-2 807 CC 12 (32,4) 12 (44,5) 0,434

Wnrerpun anbga-2 807 CT 13 (35,1) 11 (40,7) 0,794

Wurerpun ansda-2 807 TT 12 (32,4) 4 (14,8) 0,147
n=37 n=27

WuTerpun anbda-3 1565 TT 26 (70,3) 19 (63,3) 0,607

WNuTerpun ansda-3 1565 TC 10 (27,0) 10 (33,3) 0,602

WNuTterpun anpda-3 1565 CC 1(2,7) 1(3,4) 1,000
n=37 n=30

SERPINEL1 (-675) 5G5G 3(8,1) 10 (18,5) 0,227

SERPINEL1 (-675) 4G5G 8 (21,6) 23 (42,6) 0,045

SERPINEL1 (-675) 4G4G 26 (70,3) 21 (38,9) 0,0052
n=37 n=54

[Tpumeuanue: B ckoOkax —%; p — TouHblit kputepuii Gumepa (TKD).

PaCHpOCTpaHGHHOCTB OIHOHYKJICOTHUAHBIX 3aMCH B aJJICJIAX U I'CHOTUIIAX Y I[CTeﬁ

C MUKPOHOUPKYJIIATOPHBIM THIIOM KPOBOTOYHMBOCTH IIPOBCPCHO HA COOTBCTCTBUC

ypaBHeHuto Xapau-BaitnOepra (Tab6muma 17). OnpeneneHo, 4To MMeeTCs OTKIOHEHUE

OT KaHOHWYECKOTO pacnpenencaus s 4dactoTel reHotuna C807T rema ITGA2-

TpoMOoIUTapHOrO perentopa k komiareHy (y2=13,900; p=0): nabmromaemas yactorta

peakoro romosurotaoro renotumna 807 TT renma ITGA2 (N.O.=31,5%) B 1,5 pa3a

Oosbiie oxxugaeMoit yactoTel u3ydeHnoro reHa ITGA2 (N.E.=21,8%). 1o ocranbHbIM

HCCIICAYCMBIM 4aCTOTaM aJjlyieJel U TEHOTUIIOB HpOTp0M6OTI/I‘-IeCKI/IX HOJ'II/IMOp(l)I/IBMOB

OTKJIOHEHHMSI OT paclpeesIeHNs He OOHapyKEHO.
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Tabnuna 17 — YcrtaHoBIE€HHE COOTHOIICHHS OJHOHYKJICOTHAHBIX 3aMEH B TEHax,

pEeryIupylolnX TeMOCTa3 KaHOHWYECKOMY  YpPaBHEHHMIO B  TIpynmne  JeTeu
C KPOBOTOYHNBOCTBIO
I'enoT ®Gaxr. | Teop. Yo Yacrora | Hozs.e.
Jlokyc . (N.O.) | (N.E) et . Heis.e. D
% % f=
1 2 3 4 5 6 7 8
IpotpoMG GG 97,8 98,2 Ho=0,018
cnloa | GA | 22 1.8 00111 | G=0,991 | =+0,009 .
(n=92) AA 0 0 p=0,916 | A=0,009 | He=0,018
+0,009
qc)safgglp,;/ gi 94557 945:37 00454 ) G=0,978 ) Ho=0 0
i : p=0,831 | A=0,022 He=0
(n=92) AA 0 0
daxrop VI GG 77,2 75,6 Ho=0,067
GA 19,5 22,7 1,7393 | G=0,870 | +0,004
610_99726A 0=0,187 | A=0,130 | He=0064 | 1004
(n=92) AA 3,3 1,7 +£0.004
Daxrop XII GG 63,0 64,7 Ho0=0,334
GA 34,8 31,5 1,0163 | G=0,800 | +0,086
62_2962A (p=0,313) | A=0.200 | He=0,320 | T:044
(n=92) AA 2,2 3,8 +0,085
DuGpHHores GG 48,9 46,9 Ho=0,200
GA 39,1 43,2 0,8059 | G=0,685| +0,007
G('fzsz)A (p=0,369) | A=0,315 | He=0,320 0,375
(n=92) AA 12,0 9,9 + 0,008
NuTerpun CC 38,1 28,4 Ho=0,440
anbda-2 CT 30,4 49,8 13,9000 | C=0,533 | +0,009 0113
C807T ot | ais | g1g | (P=0000) | T=0467 | He=049 |
(n=92) ! ! +0,009
HNHuTerpun TT 66,3 64,7 Ho=0,667
anbha-3 TC 28,3 31,5 0,0001 T=0,804 | +0,009 0
T1565C (p=0,992) | C=0,196 | He=0,667
(n=92) cc >4 38 +0,009
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[Tponomkenue Tadbmmipl 17

1 2 3 4 5 6 7 8
5G/5G | 54 | 38 5G=0,19 | H0=0,655
ERPINEL (- ’ ’ ’ ’
S 1C6me 283 | 315 | 0.9501 6 10,064
675)5G (p=0327) | 4G=080 | He=0.487 | T03%
(n=92) |4G/4G| 663 | 647 ) £0.100
[Tpumeuanme. N.O. — (akTuyeckas PpacIPOCTPAHEHHOCTh T'€HOTHIIOB;

N.E. — TeopeTndeckast pacipoCcTpaHEHHOCTh TEHOTUIIOB; KPUTEPUH 2 UCIIOIB30BaH JIIs
OLICHKH COOTHOIICHUSI (PaKTHYECKOTO paCIpEeNICHHsI TEHOTUIIOB K TEOPETHYECKOMY,
ucxons u3 ypasHeHuss X-B; d.f. — umcno creneneit cBoGomsr; Hots.e. m Hets.e. —
COOTBETCTBEHHO (DaKTUUECKass W TEOPETHYECKas TeTEPO3UTOTHOCTh C OIMIMOKOIA;

D — oTtHOCHTEIEHOE OTKIOHEHHE (PAKTUUECKOM T€TEPO3UTOTHOCTH OT TEOPETHUECKOM.
Pe3rome

[IpenocTtaBneHHble pe3ynbTaTbl HAOJIOJEHUS KOHCTAaTUPYIOT O TOM, YTO
pacrnpocTpaHeHHOCT, MUHOpHOTO ajutenss A (-455) rena FGB, munopnoro amiens T
(807) rena ITGA2 u munopsoro amutens 4G (-675) rena PAI-1 gamme perucrpupoBanach
y JAeTedl ¢ MpOSIBICHUEM KPOBOTOYMBOCTU MPHU CPABHEHHM C TPYMIOH KOHTPOJIS
(p<0,05).

OmnpeneneHo, 4To y Majbu4MKOB M JIEBOYEK C TMPOSBICHHUEM KPOBOTOYMBOCTU
muHOpHbIH amtens A(-455) FGB mocroBepHo waille perucTpupoBajCs y JI€BOYCK
(p<0,05). Kpome Toro, ynajioch BbISIBUTb, 4TO MHHOpHBIH amiens C1565 GPllla
CTATUCTUYECKU 3HAYMMO OOJBIIE BBIABISUICA Yy MaJbYMKOB C  MPOSIBICHUEM
remopparuuyeckoro cunjapoma (p=0,003). ¥V neBouek ¢ MpOsIBICHHUEM KPOBOTOYHMBOCTU
JIOCTOBEPHO dYalle BbIBILINCh MuHOpHBIC autenu T(807) ITGA2 u 4G(-675) PAI-1
IpY CPaBHEHHHM C JIeBOUYKaMHU Ipyribl KoHTpois (P<0,05).

W3ydyeHne  pacmpoCTpaHEHHOCTH  OJHOHYKJICOTHIHBIX 3aMEH B  TEHax,
pPEeryJlupyomux TeMOCTa3, TIO3BOJMIO YCTaHOBUTh, YTO PEAKUNH TOMO3UTOTHBIH
renotunt 807TT renma ITGA2 u (-675) 4G/4G rena SERPINE1l 3naumvo Bbime
bukcupoBancs y gereil ¢ npuszHakamu KpoBoTouuBocTd (P<0,05). Ilpu cpaBHeHUU

MaJIbYHMKOB C IIPOABJIICHUCM H oe3 IMPOSBJICHUS KPOBOTOYNBOCTH YJIAJIOCh BBIABUTD, UYTO
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TOMO3UTOTHBIA reHoturl (penkuii aymtens) (-675) 4G/4G rena PAI-1 3HaunMo BbIIIe
BBISIBILLJICS. B Ipynme Jered C remMopparudyeckuM cunapomom (p=0,0014).
CpaBHUTENBHBIN aHAIW3 JBYX TpyNNn JI€BOYEK C HAJIMYUEM U OTCYTCTBHEM
reMOpPpParui4eckoro CHUHApPOMa BBISBWI, 4YTO OJHOHYKJIEOTHIHAs 3ameHa B Htzg
BapuanTe reHa SERPINEL cratuctuuecku Oobllle perucTpupoBaiach y 3JA0POBBIX
neBouek (p=0,045), a TOMO3UTOTHBIM TEHOTUIl (PEAKUH ajuiesib) 3HAYUMO 4Yallle
BBISIBIBSLJICS B TPYNIE C MUKPOUMPKYJISITOPHBIM THUIIOM KpoBOoTOYMBOCTH (p=0,0052).
Pacnipenenenne BCTpeuyaeMOCTHM 4YacTOT ajulelied M TEHOTHNOB Yy JeTed ¢
MUKPOITUPKYJISTOPHBIM THTIOM KPOBOTOYMBOCTH BBISIBUJIO, YTO UMEETCS OTKJIIOHEHUE OT
ypaBHeHUs1 Xapau-BainOepra mius dwactotel TeHotuma C807T renma ITGA2-
TpOMOOLIUTAPHOIO penenTopa K komnareHy (,,=13,900; p=0): naGnromaemas 4acrora
penkoro romosurotHoro renoruma 807 TT renma ITGA2 (N.O.=31,5%) B 1,5 pasa

Ooublie oXxuaaeMoit yactoTel u3ydennoro reHa ITGA2 (N.E.=21,8%).

3.4 HocurejabCcTBO OJHOHYKJIICOTUIHBIX 3aMCH B '€HaX, KOHTPOJHUPYIOIIMNX

(dosaTHbII 00MeH

B pabGore ObuM M3yuyeHBl 4YETHIpE OAHOHYKJICOTHIHBIE 3aMEHbl B TEHax,
KoHTposmpyomux Qonataeiii meradomusm: MTHFR: C677T; MTHFR: A1298C;
MTR: A2756G; MTRR: A66G.

B tabmune 18 npencrapieHo obiiee KOJTUISCTBO UCCICAYEMBIX MOTUMOP(HU3MOB

B reHax (hojaTHOTO OOMeHa y IeTei UCCIEAYEeMbIX TPYIIIL.

Tabnuma 18 — OO1Iee KOJIMUECTBO UCCIEAYEMBIX MOJUMOP(OU3MOB IeHOB (DOJATHOTO

oOMEHa y IeTeH UccleayeMbIX TPYIII

Hetn Hetn
I'en [Tomumopduszm Obmee C IPOSIBJICHUEM 0e3 MpOosIBIICHUS
KOJIMYECTBO | FEMOPPAruue€CcKOro | reMopparudecKoro
CHHJIpOMa CHUHIpOMa
A1298C 144 92 52
MTHFR 67T - = >
MTR A2756G 137 92 45
MTRR A66G 142 92 50
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B xone mpoBeneHHoW paboThl OompezesieHa pacnpoCTPAaHEHHOCTh alljiesield TeHOB
dbepmeHToB ¢onmaTHOr0 MeTabodM3Ma, NMPUHUMAIOIIMX Y4YacTHE B pPEryJIWpOBaHUU

ypoBHs romoructernHa (Ta6muma 19).

Tabnmuma 19 — BcerpewaeMocTh ajieniel TeHOB, peryaupyromux (ojaaTHeI OOMEH

y eTel uccieayeMblX TPy

Hetu ¢ et 6e3
IPOSIBJICHUEM TPOSIBIICHUS
Jlokyc AJiend | KpOBOTOYHMBOCTH | KPOBOTOYHBOCTH p
n n
Bcero (%) Bcero (%)
Merunenterparuapodoia C 150 (81,5) 171 (74,4) 0,513
TpeIyKTa3a T 34 (18,5) 59 (25,6) 0,051
(C677T) n=92 n=115
MeTtwmienteTparuapodoma A 143 (77,7) 73 (70,2) 0,562
TpeayKTas3a C 41 (22,3) 31 (29,8) 0,118
(A1298C) n=92 n=>52
MeTHOHHH-CHHTa3a A 148 (80,4) 73 (81,1) 1,000
(A2756G) G 36 (19,6) 17 (18,9) 1,000
n=92 n=45
MeTHOHWH-CHHTA3a- A 112 (60,7) 44 (44,0) 0,645
pemykrasa G 72 (39,1) 56 (56,0) 0,078
(A66G) n=92 n=>50

Crarucruka: B ckoOkax —%; p — TouHbIi kpuTepuii @umiepa (TKD).

N3yuyenue pacnpoCTpaHEHHOCTH OAHOHYKJIEOTHIHBIX TOUYEYHBIX 3aMEH B I'€Hax,
pEryIupyomux (oJaTHBIN 0OMEH, BBISIBIIO, UTO CTATUCTUYECKH 3HAYUMBIX Pa3Inuuil
Cpeau eTeil cpaBHUBaeMbIX rpynn He 0bu10 (p>0,05).

Tabmuua 20 AEMOHCTPUPYET, YTO Y MaJb4YMKOB M JIEBOYEK C MPOSBICHUEM
reMOpparuyeckoro CHHApoMa, MaxopHbld amienb A66 MTRR goctoBepHo warie
peructpupoBaics y aeBodek (64,9% coorBeTcTtBeHHO 52,7%, p=0,024), BMecTe ¢ TeM,
penkuit amnens G 66 rena MTRR ompenensuics Bbilie y 3a00J€BIIMX MaJbYUKOB

(47,3% cootBercTBeHHO 35,1%, p=0,002).




Tabnuna 20 — PacripocTpaHeHHOCTH ajieiei TeHOB, Peryaupyomux (oiaTHeIA 0OMeH

y JETEW C IPOSIBIICHUEM KPOBOTOUYMBOCTH

Manpunku ¢ Hesotxi ¢
KPOBOTOYHMBO
Jlokyc Amnem | P OBOTOI:]HBOCTBIO CTBIO p
o n
Bcero (%) Beero (%)
Metunentetparuapodomnar- C 94 (85,5) 56 (75,7) 0,630
penyKrasa T 16 (14,5) 18 (24,3) 0,078
(C677T) n=55 n=37
MeTtuienTeTparuapodosar- A 88 (80,0) 55 (74,3) 0,738
penyKrasa C 22 (20,0) 19 (25,7) 0,295
(A1298C) n=55 n=37
Metnonun-cunTtasa (A2756G) A 85 (77,3) 63 (85,1) 0,638
G 25 (22,7) 11 (14,9) 0,191
n=55 n=37
MeTHOHUH-CHHTAa3a-peIyKTa3a A 58 (52,7) 48 (64,9) 0,024
(A66G) G 52 (47,3) 26 (35,1) 0,002
n=55 n=37

Cratuctrka: B ckoOkax —%; p — TouHblii kputepuii Gumnepa (TKD).

CrnenoBaTeNbHO, Y IEBOYEK C MPOSBICHUSIMH KPOBOTOUYMBOCTH JOCTOBEPHO Yallle
BBIABJISUICS MaKOpHBIN ayutenb A 66 MTRR (64,9% cootBerctBenHo 50,0% p=0,029), a
MuHOpHBIA amwtenb G 66 MTRR B OonpIMHCTBE CilydaeB OBLI JHMArHOCTHUPOBAH Y

310pOBbIX AeBouek (35,1% cootBercTBeHHO 50,0%, p=0,004) (Tabnumna 21).
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Tabmuma 21 — PacnpocTpaHeHHOCTh aJljieNiell TeHOB, PEeTyIUPYIONIUX (OJIATHBIN 00OMEH

y OOJBHBIX U 300POBLIX JCBOYCK

JleBoUKHM C JleBoukm
Asptes | KPOBOTOUMBOCTBIO | 3/0POBBIE
Jlokyc p
151 n n
Bcero (%) Bcero (%)
MeTtuenteTparuapodoarpe- C 56 (75,7) 77(71,3) 0,858
AyKTasa T 18 (24,3) 31(28,7) 0,521
(C677T)
n=37 n=54
MeTtunenteTparuapodoarpe- A 55 (74,3) 36 (72,0) 1,000
AyKTasa C 19 (25,7) 14 (28,0) | 0,798
(A1298C)
n=37 n=25
Metuonun-cunTasza (A2756G) A 63 (85,1) 40 (76,9) 0,705
G 11 (14,9) 12 (23,1) 0,198
n=37 n=26
MeTHOHUH-CHHTAa3a-peayKTasa A 48 (64,9) 23 (50,0) 0,029
(AB6C) G 26 (35,1) 23(50,0) | 0,004
n=37 n=23

Cratuctuka: B ckoOkax —%; p — Tounblit kpurepuii Gumepa (TKD).

N3yuyeHue pacnpoCTpaHEHHOCTH alielell T€HOB, PErylupyroumx (oaaTHbINA

oOMeH, T03BOIIIIO KOHCTaTupoBaTh (Tabmuma 22), 4yto MaxopHbIi amiens A66 reHa

MTRR 3HauumMo Bbille (UKCUPOBAJIC

MUKPOLUPKYJISITOPHBIX KpoBOoTeueHuit (52,7% coorBercTBeHHO 38,9%, p=0,022).

rpynmne MaJbuUMKOB

C HaJIM4YHMCM




Tabmuia 22 — PacnpocTpaHEeHHOCTDh aJlJieNiel TeHOB, PETYIUPYIONINX (OIATHBINH 0OMEH

y OOJBHBIX U 310POBbIX MAaJIbUYNKOB

Manpunku Maﬂ;qHK
Jlokyc Annen | KpOBOTO:HBOCTHO 310POBBIE p
o n
Bcero (%) Beero (%)
Metunentetparuapodomnar- C 94 (85,5) 94 (77,1) | 0,581
penyKrasa T 16 (14,5) 28 (22,9) | 0,085
(C677T) n=55 n=61
MeTtuienTeTparuapodosar- A 88 (80,0) 37 (68,5) | 0,442
penyKrasa C 22 (20,0) 17 (31,5) | 0,062
(A1298C) n=55 n=27
Metnonun-cunTtasa (A2756G) A 85 (77,3) 33(86,8) | 0,698
G 25 (22,7) 5(13,2) | 0,181
n=55 n=19
MeTHOHUH-CHHTAa3a-peIyKTa3a A 58 (52,7) 21 (38,9) | 0,022
(A66G) G 52 (47,3) 33(61,1) | 0,156
n=55 n=27

Cratuctrka: B ckoOkax —%; p — TouHblii kputepuii Gumnepa (TKD).

PaccMoTpeHne TOYEUHBIX OJAHOHYKJIEOTHIHBIX 3aMEH B T'€HaxX, PEryJIUpYyHOIINX
¢donatHbIi OOMEH y MalMEeHTOB B pa3iuuHbiX rpymnmnax (Tabmuma 23), mokasano, 4To
TOMO3WTOTHBIA BapwaHT (pemkmii amnenb) 66 GG MTRR 'y 3m0poBeix nereit
pPErucTpUpOBANICS JOCTOBEPHO Yallle NPU CPaBHEHUM C JETbMHU C KIMHUYECKUM

MPOSIBJICHUEM reMopparudeckoro cuaapoma (42,0% coorserctBeHHo 19,6%, p=0,006).
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Tabmuma 23 — PacnpocTpaHeHHOCTh OMHOHYKJICOTHIHBIX 3aMEH B  TeHax,
perynupyromux ¢GoyiaTHbI 00MEH y O0TBHBIX U 3JOPOBBIX JIETEH
BonpHbBIE 310poBbIE
['enoTun n n p
Bcero (%) Bcero (%)
Metunenrerparunpodonar-penykraza (MTHFR C677T)
Hmzg CC
Htzg CT 62 (67,4) 66 (57,4) 0,152
Hmzg TT 26 (28,3) 39 (33,9) 0,452
4 (4,3) 10 (8,7) 0,272
n=92 n=115
Metunenrerparunpodonar-peaykraza (MTHFR A1298C)
Hmzg AA 54 (58,7) 24 (46,1) 0,166
Htzg AC 35 (38,0) 25 (48,1) 0,292
Hmzg CC 3 (3,3) 3(5,8) 0,668
n=92 n=52
MeTtrnonun-cuataza (MTR A2756G)
Hmzg AA 61 (66,3) 30 (66,7) 1,000
Htzg AG 26 (28,3) 13 (28,9) 1,000
Hmzg GG 5 (54) 2 (4,4) 1,000
n=92 n=45
MetnonuH-cunTasza-peaykraza (MTRR A66G)
Hmzg AA 38 (41,3) 15 (30,0) 0,207
Htzg AG 36 (39,1) 14 (28,0) 0,202
Hmzg GG 18 (19,6) 21 (42,0) 0,006
n=92 n=50

CratucTrka: B ckoOkax —%; p — TouHblii kputepuii Guiepa (TKD).

AHanuzupys AaHHble TaOMULbl 24, MBI BUAMM, YTO Y MaJb4YUKOB U JIEBOYEK C
IPOSIBICHUSIMU KPOBOTOYMBOCTU TOJIOBBIX pasznuuuil B pactpenenennn SNP-3amen B

reHax, peryJupyromux QosatHeiii 00MeH, 00Hapy)eHo He Obu10 (p>0,05).
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Tabmuma 24 — PacnpocTpaHeHHOCTh OJHOHYKJICOTHAHBIX 3aMEH B  TEHax,
perynupyromux QoJaaTHbIi 0OMeH Yy AeTel ¢ KPOBOTOUMBOCTHIO C YUETOM TOJa
Manbuuku JleBoukm
C KPOBOTOUMBOCTBIO | C KPOBOTOYMBOCTD
['enoTun p
n n
Bcero (%) Bcero (%)
Mertunenrerparuapodonarpeaykraza (MTHFR C677T)
Hmzg CC 41 (74,6) 21 (56,8) 0,112
Htzg CT 12 (21,8) 14 (37,8) 0,105
Hmzg TT 2 (3,6) 2(54) 1,000
n=55 n=37
Mertunenrerparunpodonarpenaykraza (MTHFR A1298C)
Hmzg AA 33 (60,0) 21 (56,8) 0,830
Htzg AC 22 (40,0) 13 (35,1) 0,668
Hmzg CC 0 3(8,1) 0,062
n=55 n=37
MeTtrnonun-cuataza (MTR A2756G)
Hmzg AA 33 (60,0) 28 (75,7) 0,177
Htzg AG 19 (34,5) 7 (18,9) 0,156
Hmzg GG 3(5,5) 2(54) 1,000
n=55 n=37
Metunonun-cunTasza-penykraza (MTRR A66G)
Hmzg AA 19 (34,5) 19 (51,4) 0,133
Htzg AG 20 (36,4) 10 (27,0) 0,375
Hmzg GG 16 (29,1) 8 (21,6) 0,476
n=55 n=37

Crarucruka: B ckoOkax —%; p — TouHbIi kpuTtepuii @umiepa (TKD).

[Ipn cpaBHEHMM NBYX Tpynn MajJb4MKOB C HAIMYUEM W OTCYTCTBHEM IATOJOTHUU
3HaYMMbIX pazmunii (p>0,05) B pacnpesiesieHMH OJHOHYKJICOTHUIHBIX 3aMEH B TIeHax,

KOHTpOJUPYIONHX (poaTHbIil 00MeH oOHapyskeHo He Obuto (Tabmura 25).
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Tabmuma 25 — PacnpocTpaHeHHOCTh OJHOHYKJICOTHIHBIX 3aMEH B  TeHax,
perynupyromux ¢GolaTHbI 00OMEH y O0JIBHBIX U 3JOPOBBIX MAIbYNKOB
Maibunku ¢ Manpunku 6e3
I'enotun KPOBOTOYMBOCTHIO N | KPOBOTOUYMBOCTH N p
Bcero (%) Bcero (%)
Mertunenrerparuapodonarpeaykraza (MTHFR C677T)
Hmzg CC 41 (74,6) 37 (60,6) 0,119
Htzg CT 12 (21,8) 20 (32,8) 0216
Hmzg TT 2 (3,6) 4 (6,6) 0,682
n=55 n=61
Metunenrerparunpodonarpeaykraza (MTHFR A1298C)
Hmzg AA 33 (60,0) 12 (44,5) 0,239
Htzg AC 22 (40,0) 13 (48,1) 0,635
Hmzg CC 0 2 (7,4) 0,106
n=55 n=27
Metunonun-cuataza (MTR A2756G)
Hmzg AA 33 (60,0) 15 (78,9) 0,170
Htzg AG 19 (34,5) 3 (15,8) 0,154
Hmzg GG 3(5,5) 1(5,3) 1,000
n=55 n=19
MetnonuH-cunTaza-peaykraza (MTRR A66G)
Hmzg AA 19 (34,5) 7(25,9) 0,463
Htzg AG 20 (36,4) 7 (25,9) 0,455
Hmzg GG 16 (29,1) 13 (48,2) 0,139
n=55 n=27

Cratuctuka: B ckoOkax —%; p — TouHblil kputepuit Gumiepa (TKD).

Takum 00pa3oM, CYIIECTBEHHO 3HAUYMMbBIX PA3IMYMid B PacHpOCTPAHEHHOCTH
OJTHOHYKJICOTHUIHBIX 3aMEH B '€HaX, PEryIUPYIOUINX (POIaTHBIN METab0IU3M Y 1€BOYEK

uccleyeMbIxX rpymn, 3adukcupoBano He Obuto (p>0,05) (Tabmuua 26).
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Tabmuna 26 — Pacnpoctpanennocts SNP-3aMeH B TeHax, peryaupyromux (omaTHblil

0oOMeH y OOJIbHBIX U 3I0POBBIX J€BOYEK

JleBoukMn JleBouku
C KPOBOTOYMBOCTHIO | 0€3 KPOBOTOUHUBOCTH
['enotun p
n n
Bcero (%) Bcero (%)
Metumentetparuapodonarpeaykraza (MTHFR C677T)
Hmzg CC 21 (56,8) 29 (53,7)
Htzg CT 14 (37,8) 19 (35,2) 0,832
Hmzg TT 2 (5,4) 6 (11,1) 0,827
n=37 n=54 0,465
Mertunenrerparunpodonarpeaykraza (MTHFR A1298C)
Hmzg AA 21 (56,8) 12 (48,0)
Htzg AC 13 (35,1) 12 (48,0) 0,606
Hmzg CC 3(8,1) 1(4,0) 0,429
n=37 n=25 0,642
MeTtrnonun-cuataza (MTR A2756G)
Hmzg AA 28 (75,7) 15 (57,7)
Htzg AG 7 (18,9) 10 (38,5) 0,172
Hmzg GG 2 (5,4) 1(3,8) 0,148
n=37 n=26 1,000
Metunonun-cunTasza-peaykraza (MTRR A66G)
Hmzg AA 19 (51,4) 8 (34,8) 0,287
Htzg AG 10 (27,0) 7 (30,4) 1,000
Hmzg GG 8 (21,6) 8 (34,8) 0,369
n=37 n=23

CratucTrka: B ckoOkax —%; p — TouHblii kputepuii Gumnepa (TKD).

PesynbraThl pacuera ypaBHeHus ~Xapau-BaiiHOepra oOHapyXuiu, 4YTO
pPacCIpOCTPAHEHHOCTh OJHOHYKJICOTHIHBIX 3aMEH B aJUIEJSIX U TeHaX, PEryIupYIOLIUX
donatHbIl 0OMEH y JeTell OCHOBHOM M KOHTPOJIBHOW TPYIIN, HE UMEIOT OTKJIOHEHHUS OT
3akoHa (Tabnwuma 27). OnpeneneHo, 4to (akKTHIECKUE YaCTOThI TEHOTUIIOB COBMAIAIU C

TCOPECTUUCCKUMHU YaCTOTaAMMU.
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Tabmuna 27 — Pacuer amieneil W TEHOTHIIOB HAa COOTBETCTBUE KaHOHMYECKOMY

YPaBHEHHUIO B reHaX, KOHTPOJIUPYIOMIUX (OJaTHBINH OOMEH

I'enor | Pakt. | Teop. 2 Yacrora Ho+s.e.
Jlokyc it D
U1 % % o ajiens Hets.e.
CC 67,4 66,5 Ho=0,674+0,04
SNP 677 0,3532
CT 28,3 30,1 C=0,815 9 +0,01
C>T p=0,552
T=0,185 | He=0,665+0,04 4
(n=92) TT 4,3 3,4 3 9
AA 58,7 60,4 Ho=0,587+0,05
SNP 1298 0,8910
AC 38,0 34,6 A=0,777 1
A>C p=0,345 -0,028
C=0,223 | He=0,604+0,05
(n=92) CC 3,3 50 2 .
SNP 2756 | AA 66,3 64,7 0.9591 Ho=0,663+0,04
A>G AG 28,3 31,5 A=0,804 9 +0,02
p=0,327
G=0,196 | He=0,647+0,05 5
GG 5,4 3,8 4
(n=92) 0
AA 41,3 37,1 Ho0=0,413+0,05
SNP 2,9337
AG 39,1 47,6 A=0,609 1 +0,11
66A>G p=0,086
G=0,391 | He=0,371+0,05 3
(n=92) GG 19,6 15,3 8 0
[MTpumeuanue. N.O. — @daxtuueckas BcTpeuyaemMocTh reHoTtunoB; N.E. —

L2
TEOpEeTUYECKasi BCTPEUYAEMOCTh TEHOTHUIIOB; KpUTEpUM ) — OIEHKa COOTHOIICHUS
ypaBHeHuto X-B; uucno creneneit cBodoas;; Ho+S.E. u He+S.E. — cooTBeTcTBEHHO
dakTHUeckas W TEOopeTHYEeCKas OXHUjaeMmash TeTEPO3MIOTHOCTh ¢ OImuoOkoi; D —

OTHOCHTEJIFHOE OTKJIOHCHHE (DaKTHUCCKOU IeTePO3UTOTHOCTH OT TEOPETUUSCKOM.
Pe3rome

N3ydeHnne pacrpoCTpaHEHHOCTH OJHOHYKJICOTUIHBIX 3aMEH B alJIESAX U T'EHax,
perynupyomux — (onaTHed  META00IM3M Y MAIMEHTOB C YY€TOM  TIOJIOBBIX

OCOOCHHOCTEM, TMOoKa3ajl, 4To MaXopHbd amienb A66 MTRR nmoctoBepHo uyaiie
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peructpupoBaics y neBouek (p<0,05), a munopHBbIi autens G 66 MTRR y manbunkoB.
CpaBHEHHE NIByX TPYMI JEBOUYEK C TPOSBICHUEM U OTCYTCTBHEM T'€MOPPArudecKoro
CHHIpOMa TIOKa3ajgo, 4YTO MaxopHbld amienr A66 MTRR mgoctoBepHo uyaiie
perucTpupoBajics y JeBouek wuccienyemor rpynnbl (p=0,029), B TO ke Bpemsd
MUHOpHBIN ayienh G 66 MTRR 3nauuMmo BbIlie (puKcUpOBaiCS B TPYIIIE KOHTPOJIS
(p=0,004). OmnpeneneHo, 4To B TPYIIE MaJIbUUKOB C HAJIUYUEM KPOBOTOYMBOCTH
MaxopHbId amiens A66 MTRR peructpupoBaics 10CTOBEpHO Hallie MPH CPaBHEHUU CO
3nopoBbiMU  Manbuukamu (p=0,022). BrbisiBieHO, 4TO B Tpymnme 3J0pOBBIX JeTel
roMo3uroTHeIM TeHoTunm 66 GG MTRR BBISBISUICS JOCTOBEPHO Halle, YeM B TPYIIIE

JeTel ¢ MPOSIBIEHUEM KPOBOTOUYMBOCTH.
3.5 KomOuHanuu npoTpoMOOTHYECKHUX MOJMMOP(PHBIX FTeHeTHYECKUX BAPHAHTOB

Crout ob6patuth 0co000€ BHUMaHUE HA TOT (DaKT, YTO COBOKYIHOCTb T'€H-T€HHBIX
accouuanuil moJuMop(pu3MoB IreHOB, PEryIHPYIOMIUX CUCTEMY T'eMocTa3a U (oJIaTHBIN
MeTaboNIM3M, HMMEIOT BBIPAKEHHYIO KIMHMYECKYI0 3HAYUMOCTh B peajld3aluu
cocyaguctol marojoruu. Tak, Tabnuua 28 [AEMOHCTpUpYeT KOMOWHALMU H
BCTPEYAEMOCTh T€HETHYECKUX MOIMMOp(hU3MOB TpomMOodmimu U (HoNaTHOTO IUKIA B

MCCIIEIYEMBIX TPYNIAX JIETEH.

Tabnuma 28 — KonuaectBo SNP B nzydaembix rpymnmnax

KommgectBo SNP § Hetn )
B IpyIIIax HleTH OCHOBHOH IpyIIIEI KOHTPOJIbHOM
py n=92 Bcero (%) TpyIbI b
n=157 Bcero (%)
1 2 3 ]
o 0 1(0.7) 1,000
v 0 1(07) 1,000
Tpu 7(7,6) 14 (8,9) 0,816
Hemuipe 12 (1) 27 (7,1) 0,470




[Tponomkenne Tabnuist 28
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1 2 3 4
[IsTh 26 (28,3) 44 (28) 1,000
lecTs 25 (27,2) 44 (28) 1,00
Cemb 19 (20,7) 16 (10,2) 0,024
Bocemsb 3(3,0) 9(5,7) 0,547
JleBsTh 0 1(0,7) 1,00.

Cratuctuka: B ckoOkax —%; p — TouHblit kpurepuit Gumepa (TKD).

Tak, B M3y4aeMbIX TpyMmax MArMeHTOB KOJUYECTBO OJHOHYKJICOTHIHBIX 3aMCH
PETUCTPUPOBAIOCH ¢ OJIMHAKOBOM "acToTo (P>0,05), 0JHaKO TeH-TEeHHBIE aCCOLUALINHT
u3 7 mnonumMopdu3MOB CYIIECTBEHHO 4Yalle BCTpEYAIUCh B TpyIlIe JeTed ¢
posiBIeHHEM KpoBoTounBocTH (p=0,024).

Hekotopble aBTOpBI yKa3bIBAIOT Ha TO, YTO y JIeTe ¢ TPOMOOIMOOIUUECKUMU
HapymeHusiMHA B 10—62% uMeroTcs BpoxIeHHbIe TpoMOodumndeckue coctostaus [107].
Hcxona U3 3TOro, ObIO UHTEPECHO MOCMOTPETh KOMOMHALIMKA KaKUX MOIUMOP(HHU3MOB
TpoMOOGUIMU U (PepMEHTOB (POJIATHOTO ITUKIM HUMEIOTCA Yy JETeH C IPOSBICHUEM

KPOBOTOYHMBOCTH Y7KC CO CBCPIIMBIONNMHUCS TpOM6OTI/I‘ICCKI/IMI/I COOBITHSMH.

Tabmuma 29 — T'eH-reHHple COYETaHUS y JIETEH C  KPOBOTOUYHMBOCTHIO

CO CBEPIIMBIIMMHUCS TPOMOOTUUECKUMU COOBITUSIMU

Ne /i Mapxkepst TpomboduTUN
1 2
[Tanment 1 FXII 226 GA+FGB (-455) GA+ITGA2 807 CT+PAI-1 (-

675) 4G4G+MTHFR 1298 AC+MTRR 66 GG

[Tanmenr 2 FGB (-455) AA+ ITGA2 807 CT+ PAI-1 (-675) 5G4G+MTR
2756 GG
[Taument 3 FXI 226 AA+ FGB (-455) GA+GPIIIA 1565 TC+ MTR

2756 GG+ MTRR 66 AG
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[Tponomkenue Tadbmmip 29

1 2

TMaruent 4 FGB (-455) GA+ITGA2 807 CT+PAI-1 (-675)
AG4G+MTRR 66 AG

Tatwent 5 ITGA2 807 CT+ PAI-1 (-675) 4G4G+ MTHFR 1298
AC+MTR 2756 AG+ MTRR 66 AG

TaruenT 6 FXIIl 226 GA+ FGB (-455) GA+ PAI-1 (-675) 4G4G+
MTRR 66 GG

Ananu3 Ta0nMIBl MOKa3al, 4TO y JIeTell C pealim30BaBIIMMUCS COCYIHUCTHIMU
TpomOO3amMu HauOojiee YacTO JAMATHOCTUPOBAIMCH MyTalMd B  CIEAYIOIIHX
nomumopduzmax: FXII:G>A, PAI-1:(-675) 5G>4G, MTRR:66 A>G, FGB:455G>A+
MTHFR: 1298 A>C, ITGA2:807 C>T, MTR:2756 A>G.

BrisBiieHo, yTo uHrHOUTOpP akTuBaTopa miuasmuHoreHa (PAI-1) samennser nusuc
TpomOa, BBI3BAaHHBIM  aKTUBUPOBAHHBIM  IUIa3MuHOTeHOM.  [ledbunutr  PAI-1
XapaKTEPU3yeTCs] YacThIMU U NPOJOJDKUTENbHBIMM SIU30JaMU  KpOBOTE€ueHUs. B
HacTosiee BpeMst cuutaercs, uto nepuuut PAI-1 Bcrpedaercs vaiie, yem cooOianoch
MEpBOHAYAJIBHO, U, KAK U3BECTHO, 3TO BbI3bIBACTCA MyTanusamu B reHe PAI-1, koTopsie
NPOAYUUPYIOT TUCPYHKIMOHANIBHBIN Oenok PAI-1 unu 3amemsitor cekperuio PAI-1 B
kpoBoToK. [ledunutr PAI-1 xapakrepusyercss runeppuOpUHOIN30M, KOTOPBIN
MIPUBOJUT K YACTHIM 3MK304aM KpoBoTeuenus [ 190].

Y4unThIBask BBILIEU3IOKEHHOE, BAXKHBIM KOMIIOHEHTOM SIBUJIOCH H3YYE€HUE T€HOTUIIOB
PAI-1:(-675) 5G>4G B kOMOMHAINH C TETEPO3UTOTHBIMU M TOMO3UTOTHBIME KOMITAYHIAMU
redoB F7: 10976G>A wu F13: 103 G>T, yuuTbiBas MX MPOTEKTUBHBIC (DYHKIUH TPU
HOPMAJIBHOM TOMO3MIOTHOM HOCHUTENICTBE M YBEIMYEHWHM pHUCKA BO3HUKHOBEHHUS
TPOMOO30B MPHU IETEPO3UTOTHOM U PEIKOM TOMO3UTOTHOM BapuanTe [147].

YCTaHOBIIEHO, YTO B MCCIEAYEMOW TpymnIe JIeTed TOMO3UIOTHBIA TI'E€HOTHII
(penxuii amnens) rena PAI-1:(-675) 5G>4G B accouuaiuy ¢ TeTEPO3UTOTHBIM U
peIKUM  TOMO3UTOTHBIM  TeHoTunom reHoB F7:10976G>A u  F13:103G>T
bukcupoBamch ¢ Oobliel yacrotoi (p<0,05) B cieayromux komnaysmax: PAI-1: (-
675) 4G/AG + F7 10976 G/G; PAI-1:(-675) 4G/AG + F710976 G/A; PAI-1:(-675)
4G/AG + F13103 G/G; PAI-1:(675) 4G/AG + F13103 G/T; PAI-1:(-675) 4G/AG + F7
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10976 G/G + F13 103G/G (Tabmuma 30). [lo mpyruM codeTaHWsIM TOCTOBEPHBIX

pasnuunii He 66110 (p>0,05).

Tabmuma 30 — Yacrora KOMOMHAIIMIT T€HOTHUIIOB IUIA3MEHHOI'O 3BE€HA CHCTEMBI

reMocrasa u GuOPUHOIUTHIECKOTO 3BEHA B UCCIIEIYEMBIX TPYIINax

Jetun ¢ 310pOBbIE
MPOSIBIICHUEM NeTu
['enbl I'enorun p
KpOBOTOYMBOCTH | N=157 Bcero
n=92 Bcero (%) (%)
PAI-1 4G(-675)5G+ 4G/4G+G/G
EVII GL0976A 50 (54,3) 40 (25,5) |<0,001
PAI-1 4G(-675)5G+ 4G/4G+G/A
EVII G10976A 15 (16,3) 6 (3,8) <0,001
PAI-1 4G(-675)5G + 4G/AG+A/A
FVII G10976A 151 0 0,369
PAI-14G(-675)5G + 4G/4G+G/G
EXII1 G226A 37 (40,2) 26 (16,6) | <0,001
PAI-14G(-675)5G + 4G/4AG+G/T
EXII1 G226A 38 (41,3) 15 (9,6) <0,001
PAI-1 4G(-675)5G + AG/AGHTIT
EXII1 G226A 2 (2,2) 5(3,2) 1,000
PAI-14G(-675)5G + | 4G/AG+G/G+G/G
FVII G10976A + 30 (32,6) 24 (15,3) 0,002
FXI G226A
PAI-14G(-675)5G + | 4G/4G+G/A+G/T
FVII G10976A + 7 (7,6) 4(2,5) 0,105
FXI G226A
PAI-14G(-675)5G + | 4G/4G+A/A+G/T
FVII G10976A + 1(1,1) 0 0,369
FXI G226A
PAI-14G(-675)5G+ 4G/AG+G/A+TIT
FVII G10976A + 0 0 -
FXI G226A
PAI-14G(-675)5G + | 4G/AG+A/A+TIT
FVII G10976A + 0 0 -
FXI G226A

[Tpumeuanue: B ckoOkax —%; p — TouHblil kputepuii Gumepa (TKD).
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[Ipn uHTEpmpeTan pe3ynbTaTOB BCTPEUAEMOCTH T€TEPO3UTOTHOIO T'€HOTHUIIA
5G/4G rena PAI-1 ¢ reTepo3UroTHRIMU U PEIKHUMU TOMO3UTOTHBIMHU TeHOTHIIaMU F7 u
F13 d¢aktopoB (Tabmuia 31) ObUIO YCTAHOBJIEHO, YTO KOMIMAyHJ T'€TEPO3UTOTHOIO
redotunia 5G/4G rena PAI-1 u gactoro romosurorHoro renortmma G/G renma F7
3HAYMMO BBIIIE BCTPEHAIUCh Yy 370poBbIX neredt (p=0,002), mo apyrum codeTaHusiM
UCCJIEYEMbIX TE€H-TEHHBIX acCOIMalMii TEeHOTHIIOB CYIIECTBEHHBIX pAa3IUuUil HE

obHapysxeno (p>0,05).

Tabnmuna 31 — PacmpeneneHue T€H-TEHHBIX acCOIUAIM T€HOTHIIOB B HCCIETyEMbIX

rpynmnax JeTeu

Hetu ¢ 310pOBbBIE
TerEr Cemomum POSIBIICHUEM JeTH b
KpOBOTOYMBOCTH | N=157 Bcero
n=92 scero (%) (%)
1 2 3 4 5

PAI-1 4G(-675)5G + 5G/AG+G/G 17 (18,5) 58 (36,9) 0.002

FVII G10976A ’
PAI-1 4G(-675)5G + 5G/AG+G/A 10 (10,9) 17 (10,8) 1.000

FVII G10976A ’
PAI-1 4G(-675)5G + 5G/AG+A/A

FVII G10976A 151 3(19) 1.000
PAI-1 4G(-675)5G + 5G/AG+G/G 16 (17,4) 35 (22,3) 0.417

FXI G226A ’
PAI-1 4G(-675)5G + 5G/AG+G/T 15(16,3) 37 (23,6) 0.198

FXIIT G226A ’
PAI-1 4G(-675)5G + 5G/AG+TIT

FXI G226A 0 6(38) 0.087
PAI-14G(-675)5G + | 5G/AG+G/G+G/G

FVII G10976A+ 12 (13) 27 (11.2) 0,470

FXIIT G226A

PAI-14G(-675)5G + | 5G/4G+G/A+G/T
FVII G10976A + 4(4.3) 10(6.4) 0,581
FXIIT G226A
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[Tponomkenne Tabnwip 31

1 2 3 4 3)

PAI-1 4G(-675)5G + | 5G/4G+A/A+G/T
FVII G10976A + 0 2(1,3) | 0,532
FXII G226A

PAI-1 4G(-675)5G + | 5G/4G+GIA+T/T
FVII G10976A + 0 0 -
FXIII G226A

PAI-14G(-675)5G+ | 5G/4G+A/A+TIT
FVII G10976A+ 0 0 -
FXI11 G226A

[Tpumeuanune: B ckoOkax —%; p — TouHblit kputepuii Gumepa (TKD).

PaccmoTpenne  KOMMayHIOB ~ OJHOHYKJIICOTHIHBIX  3aMEH B TCHaX,
KOHTPOJIMPYIOIIUX T'e€MOCTa3, BBIIBHIO HamOOJee 9acTO BCTPEUAIOIINECS TeH-TCHHBIC
aCCOIMAIIMU TeTEPO3UTOTHRIX M PEIKUX FOMO3UTOTHBIX TeHoturnos PAI-1 (-675) Htzg:
5G/AG, Hmzg: 4G/AG, ITGA2 807 Htzg: C/T, Hmzg: T/T; ITGB3 1565 Htzg: T/C,
Hmzg: C/C (Tabnuua 32).

Tabmuua 32 — I'eH-TeHHbIE accOUMalMyd TE€HOTHIIOB T€HOB TPOMOOLMUTAPHOTO U

(bUOPUHOTUTUYECKOTO 3BEHBEB TEMOCTa3a y JeTei

Hetu ¢
MPOSIBIICHUEM 3H0p0fHe
Jlokyc I'enoTun netu =157 p
KPOBOTOUMBOCTH Bcero (%)
n=92 Bcero (%)
1 2 3 4 5
PAI-1 4G(-675)5G + 5G/4G+C/T 3(3,3) 39 (24,8) <0,001
ITGA2 C807T
PAI-14G(-675)5G + 5G/AG+TI/T 16 (17,4) 9 (5,7) 0,004
ITGA2 C807T
PAI-14G(-675)5G + AG/4G+C/T 23 (25) 23(40,4) 0,061
ITGA2 C807T
PAI-1 4G(-675)5G + AG/AGHTIT 13 (14,1) 9(5,7) 0,035
ITGA2 C807T
PAI-1 4G(-675)5G + 5G/AG+TIC 8 (8,7) 26 (16,6) 0,088
ITGA2 C807T
PAI-14G(-675)5G + 5G/AG+C/C 3(3,3) 0 0,049
ITGA2 C807T
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[Tponomkenue Tabnuipt 32

1 2 3 4 5

PAI-1 4G(-675)5G + | 4G/4G+CIT 16 (17,4) 11 (7) 0,018
ITGA2 C807T

PAI-1 4G(-675)5G + | 4G/4G+CIC 1(1,1) 0 0,360
ITGA2 C807T

[Tpumeuanue: B ckoOkax —%; p — TouHblit kputepuit Gumepa (TKD).

BHyTpu rpynimsl geteii ¢ nposiBIIeHHEM KPOBOTOUMBOCTH YaCcTOTa BCTPEYAEMOCTHU
COYETAaHUM T€HOTHUIIOB:

PAI-1: Htzg 5G/4G + ITGA2: Hmzg T/T;

PAI-1: Hmzg 4G/4G + ITGA2: Htzg C/T;

PAI-1: Hmzg 4G/4G + ITGA2: Hmzg T/T;

PAI-1: Htzg 5G/4G + ITGB3: Hmzg C/C;

PAI-1: Hmzg 4G/4G + ITGB3: Htzg T/C — Obu1a 3Ha4MMO OOJIBIIIE, YEM B TPYIIIIES
koHTpons (p<0,05), omgHako KOMOWHAIMS TeTepo3uroTHeIXx reHotumnoB PAI-1: Htzg
5G/4G+ ITGA2 Htzg C/T B koHTpoJbHOM Ipyrine Oblia BbisiBiIcHa y 24,8% neTei, 4To
NIpY CpaBHEHHH B UCCIIEAyeMOU Tpyre Obiio cTaructruaecku ooubie (P<0,05).

Hapyiienust cBepThIBAEMOCTH KpOBH, BKIIOUas JeduuUT Wik JedeKTHOe
ctpoenue mojekyn Fl, Fll, FV, FVII daktopos, komounanuu FV, FVIII, FXI, EXII u
BUTaMHH-K-3aBUCHUMBIX  (DaKTOPOB CBEPTHIBAHUS KPOBU, MPEACTABISIOT COOOM
IeTEPOreHHYI0 TPYIIy FeMOpparudeckux HapylIeHUH C MEePEeMEHHON CKIOHHOCTBIO K
KpoBOoTeueHUsM [192].

[Ipy wuccraenoBaHUM  PAaCHPOCTPAHEHHOCTH  COUYETAHUM  IMJIA3MEHHOTO |
TpOMOOIIMTAPHOTO 3BEHbEB cucTeMbl reMocTasa (Tabmuua 33) ObUIO YCTaHOBJIEHO, YTO
B Tpymnme JeTedl C KIMHWYECKUM TMPOSBICHUEM TEeMOPPAarnuecKkoro CHHApPOMA
xoMmOuHarust noaumopdusmos FGB: Htzg G/A+ ITGB3: Hmzg C/C Beisasisiiach
noctoBepHo dyaiie (P<0,001), mo ApyruM COYETaHUSM JIOCTOBEPHBIX Pa3IUYMIl HE

nabmoganocs (p>0,05).
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Tabmuna 33 — PacnpocTpaHeHHOCTh KOMOWHHUPOBAHHBIX — OJHOHYKJICOTHUIHBIX
TeHETUYECKUX BApPUAHTOB, MPUHAMJICKAIIUX pa3HbIM TeHaM, KOHTPOJIHMPYIOIIUX

reMocCTas B I'pyIIiax IHalnucHTOB

OCHOBHAS KonTtponrpHas
SNP 3amensr Komnaynnasl rpyIma oA p
n=92 Beero (%) n=157 Bcero
(%)
FGB G(-455)A+ G/A+T/C 9(9,8) 18 (11,5) =0,830
GPllla T1565C
FGB G(-455)A+ G/A+CIC 7 (7,6) 0 <0,001
GPllla T1565C
FGB G(-455)A+ A/A+T/C 4 (4,3) 3(1,9) =0,420
GPllla T1565C
FGB G(-455)A+ A/A+C/C 1(1,1) 0 =0,360
GPllla T1565C

[Tpumeuanue: B ckoOkax —%; p — TouHblil kputepuii Gumiepa (TKD).

VY aun, romo3urotHeix no myrtaiuu MTHFR C677T, orMeuaeTcss moBbIICHHE
YPOBHSI ToMolucTenHa. B To ke BpeMs uaMmeHeHuss B mnocienoBarenbHocTn JIHK
KJIETOK MOTYT ObITh cienctBuem wmytanuu B reie MTHFR u moryr Biuare Ha
GyHKIUIO  OCNKOB, PETYyJHPYIOMHMX OalaHC MEXIy MNPOTPOMOOTHUYECKUMH U
AaHTUTPOMOOTHYECKMMHU (PaKTOpaMH B CBEPTHIBAIOIIEM Kackajae. JTO TMPUBOIUT K
HEpEryJUpyeMOMY TIPOIECCY CBEPTHIBAHHMSA W H30BITOYHOMY TPOMOOOOpPA30BAHHIO C
MOCJICYIONIEH aKTUBamuel ¢GuOpMHOIM3a. DTO MOXKET CTaTh OJHOW W3 TNPUYUH
Pa3BUTHS MAaTOYHOTO KPOBOTECUCHHUS y JCBOYCK IyOepTaTHOTO Bo3pacra [154].

Coueranne amnens T 677 ¢ apyrumu (akTopamMu pucKa acCOIMUPYETCS C
BEPOSTHOCTBHIO TIOBBIICHUS PHUCKA PA3BUTHSA DSHIOTCIHAILHONH JUCPYHKIIUA U
U30BITOYHOTO TPOMOOOOpa30BaHUsI C TOCIEAYIOMICH akTuBanuen QuOpuHONIM3a |
BO3HUKHOBEHHEM KpOBOTEUECHUS [24].

Ha ocHOBaHWM BBINIECU3IIOKEHHOTO OBUT TIPOBEICH aHAJU3 BCTPEYACMOCTH

COYETAaHUI FeTEPO3UTOTHBIX M PEAKMX TOMO3UTOTHBIX reHotunoB PAI-1: Htzg 5G/4G,

Hmzg 4G/4G u MTHFR: Htzg C/T, Hmzg T/T (Ta6nwuma 34).
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Tabnuna 34 — YactoTa BcTpeuyaeMOCTH KOMOWHAIUI T€HOTUIOB (PMOPHUHOIUTUIECKOTO

3BEHA CHCTEMBbI T€MOCTa3a U T€HOTUIIOB (hOJIATHOTO LIMKJIA B UCCIIEYEMbIX IpyMmax

Jletn Jern ]
. KOHTPOJIbHON
SNP renoTumnst SNP 3amensr OCHOBHOI IpyIIbI p
IpyHIIbI
1=92 Beero (%) n=157 Bcero
(%)
PAI-1:4G(-675)5G +
MTHER C677T 5G/4G+C/T 19 (20,7) 33 (21) 1,000
PAI-1:4G(-675)5G +
MTHER C677T 5G/4G+TIT 2 (2,2) 4 (2,5) 1,000
PAI-1:4G(-675)5G +
MTHER C677T 4G/4G +CIT 26 (28,3) 19 (12,1) 0,001
PAI-1: 4G(-675)5G +
MTHER C677T A4G/AG +TI/T 4 (4,3) 2 (1,3) 0,197

[Tpumeuanue: B ckoOkax —%; p — TouHblit kputepuii Gumepa (TKD).

B rpynne perei ¢ NOpoOSBIECHUEM Te€MOPPArMYECKOTO CHHIPOMAa YacTOTa
BCTpeyaeMocT MuHopHOTO Bapuanta Hmzg 4G/AG rena PAI-1 B xommaynue ¢ Htzg
reHotunoM 677 C/T rena MTHFR peructpupoBanacek cymecrseHHo Boime (p=0,001),
MO JIPYTUM COYETAHUSIM IOCTOBEPHBIX pa3inuuii oOHapyxeHo He O0b110 (p>0,05).

AHanu3 BCTPEYaeMOCTH TEH-TEHHBIX accouuanuii (epMeHTOB (OJaTHOrO
Metabonu3ma (Tabmuua 35) nmokazan, yTo B UCCIEAYEMOM TpyIlie AETeH JOCTOBEPHO
Jarie BCTpeyaaruch KOMOMHAITUU:

MTHFR: 677 Htzg + MTHFR:1298 Htzg;

MTHFR: 677 Htzg + MTR: 2756 Htzg;

MTHFR: 677 Hmzg + MTRR: Hmzg G/G nipu cpaBHEHHM C IPYMIOH KOHTPOJIS
(p<0,05).




Tabmuma 35 —

B HCCIIEIYEMBIX TPyIIIax

Bcerpeuaemocth
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I'CH-IT'CHHBIX accounaunﬁ (bOJIaTHOFO OUKJIa

Jern 310pOBbIE
C IIPOSIBJICHUEM JeTU
['enbl ['enoTun p
KPOBOTOYMBOCTH | N=157 Bcero
n=92 Bcero (%) (%)

1 2 3 4 5
MTHFR:677 C>T+ T/T+A/C 0 0 -
MTHFR1298 A>C
MTHFR:677 C>T+ T/T+C/C 0 0 -
MTHFR1298 A>C
MTHFR:677 C>T+ C/T+A/IC 31 (33,7%) 28 (17,8%) | 0,005
MTHFR:1298 A>C
MTHFR:677 C>T+ C/T+CIC 0 0 -
MTHFR:1298 A>C
MTHFR:677 C>T+ C/IT+AIG 25 (27,2%) 23 (14,6%) |0,019

MTR:2756 A>G
MTHFR:677 C>T+ C/IT+G/G 6 (6,5%) 4 (2,5%) 0,179
MTR:2756 A>G
MTHFR:677 C>T+ T/T+A/IG 3 (3,3%) 3 (1,9%) 0,672
MTR:2756 A>G
MTHFR:677 C>T+ TIT+G/G 2 (2,2%) 1 (0,6%) 0,556
MTR:2756 A>G
MTHFR:677 C>T+ CIT+A/G 32 (34,8%) 37 (23,6%) | 0,077
MTRR:66 A>G
MTHFR:677 C>T+ CIT+G/G 20 (21,7%) 21 (13,4%) |0,110
MTRR:66 A>G
MTHFR:677 C>T+ TIT+A/IG 5 (5,4%) 4 (2,5%) 0,296
MTRR:66 A>G
MTHFR:677 C>T+ TIT+G/G 5 (5,4%) 1 (0,6%) 0,027
MTRR:66 A>G
MTHFR:677 C>T+ C/T+ 5 (5,4%) 4 (2,5%) 0,296
MTHFR:1298 A>C+ A/C+
MTR:2756 A>G+ A/G+
MTRR:66 A>G A/G
MTHFR:677 C>T+ T/T+ 2 (2,2%) 3 (1,9%) 1,000
MTR:2756 A>G+ AIG+
MTRR:66 A>G AlIG
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[Tpogomxenne Tadbauisl 35

1 2 3 4 5
MTHFR:677 C>T+ TIT+ 1(1,1%) 0 0,370
MTR:2756 A>G+ GIG+
MTRR:66 A>G AIG
MTHFR:677 C>T+ TIT+ 1 (%) 0 0,370
MTR:2756 A>G+ GIG+
MTRR:66 A>G G/IG

[Tpumeuanue: B ckoOkax —%; p — Tounblii kpurepuit @uriepa (TKD).
Pe3srome

[Ipy npoBeneHUM JAHHOTO UCCIEAOBAHUS BBISBJICHO, YTO B OOJIBIIMHCTBE
clly4aeB y JeTed oO0eux Tpymm JIOCTOBEPHBIX Pa3IMYUN MO KOJUYECTBY COUYETAHUMN
FEHETUYECKUX MOJUMOP(HU3MOB CUCTEMBI T€MOCTa3a U (DOJATHOTO IIUKJIA BBISIBJICHO HE
obu10 (p>0,05), OHAKO 3HAYMMO Yallle BCTpeYaliach B TPyMIe JETeH ¢ MPOSBICHUEM
kpoBoTounBocTU (p=0,024) komMOuHAIMs U3 7 KOMIAYHIOB. Y JeTel C MpOsSBICHUEM
KPOBOTOYMBOCTU B OOJIBIIMHCTBE CIYy4aeB BCTPEYAETCS COYETAHUE TOMO3UTOTHOTO
redotuna PAI-1 ¢ reTepo3uroTHIMM U PEIKUMHU TOMO3UTOTHBIMU MOJUMOPhU3MaAMU
reHoB F7 u F13 (p<0,05). ocToBepHBIX pa3inyuii BO BCTPEYAEMOCTH KOMOMHAIUI
rerepo3urotHoro nosmmopduszma 5G/4G rena PAI-1 ¢ momumopdusmamu F7 u F13
(bakTOpoB TpPH CpaBHEHUU JBYX HCCIEAYEMBIX TpPYI BBIABICHO HE OBUIO 3a
uckimouenueMm PAI 1 5G/4G u penkoro romo3urotHoro nojumopduszma F7 10976 G/G
(p<0,05). HocurenbctBo rena PAI-1-675 5G/4G B codeTaHnu C KOMIIAyHJaMH
TPOMOOIIMTAPHOTO 3BEHA CHCTEMBbI T€MOCTa3a 4Yalle PErucTpupyercs B OCHOBHOM
rpynne aerel. BHyTpu ucciaemyeMoil rpynmsl geTedl KOMOMHAUUs MOJUMOP(PHU3MOB
F1.FGB -455 G/A+ ITGB31565 C/C BwiBusanachk aoctoBepHo dame (p<0,001).
Coueranus nByx reHetmueckux komnaynaos: MTHFR: 677 Htzg + PAI-1(-675): Hmzg
4G/4G B rpynme nerel ¢ MposIBJICHHEM KPOBOTOUMBOCTH BeTpeuaercs y 28,3% mpoTus
21,1%. T'en-rennpie accoruanuu (QepMeHTOB (GoJIATHOTO MeTaboiIM3Ma  Harie

PETUCTPUPOBAIIUCH B UCCIIEAYEMOM IPYIIIE ACTEH.
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TJIABA 4 OIEHKA KAUECTBA KW3HU JETEHN C TPOSIBJIEHUEM
I'EMOPPAI'MTYECKOI'O CUHAPOMA HA ®OHE HOCUTEJBbCTBA
OJHOHYKJVIEOTUAHBIX 3AMEH B I'EHAX, PEI'YJIMPYIOIIINX
®OJIATHbIA OBMEH U YPOBEHb TOMOIIUCTEUHA

PaGoras Ham JaHHBIM HCCIEJOBAHUEM, HAMHU aHAJIU3UPOBAIIMCH IMapaMeTpbl
kauectBa ku3Hu (KXK) y gereli ocHOBHOM M KoHTposibHOW rpymm. [lpu oreHke
noKasaTelield KayecTBa *U3HU MCIOJIb30BaJIach pycckas Bepcus onpocHuka PedsQL —
4.0 Bo3pactHOUM kateropun oOT 13—18 ner (camoorieHka). B aHkeTHpoBaHUU
yuacTtBoBasid 30 gneTell C MpOSBICHUEM T€MOpPpParuyeckoro cuHapoma u 67 nerei

IPYIIBI CPABHEHHUS.

4.1 IMoka3aTe M KA4eCcTBA KU3HU JeTeH ¢ HAJTNYHEM

U OTCYTCTBHEM KPOBOTOYHUBOCTH

[Ipu mpoBeaeHuu aHanmu3a TaOMUIBI 36 yOANOCh YCTaHOBUTH, YTO Camble
BBICOKHE TOKa3aTeNM KadecTBa XU3HW ObUIM TOJY4YeHBI Yy JeTedl 0e3 MpOsBICHUS
KPOBOTOYMBOCTH MO IKajgaM couuanbHoro dyakuuonupoanus (89,0; 95% -
noseputenbHblil uaTepBal (M) (o1 86,0 10 92,0) M puzHyecKoro GyHKIIMOHUPOBAHMSI
(85,4; 95% — 11U ot 82,4 no 88,3). MuHHMaIbHBIC 3HAYCHUS ObLTH 3a(PUKCHUPOBAHBI 11O
mkanam smormonansHoro (77,5; 95% — AU ot 72,9 no 81,9) u mkoasHoro (74,0; 95%
— AU ot 70,4-77,6) pynkunonupoBanusi. PazHuna paznmuuil MexJ1y MaKCUMaJIbHBIM U
MUHUMAaJIbHBIM 3HAY€HHEM COCTaBWwiIa |5 OaiioB, YTO JOCTOBEpPHO HIXKE IIpU

CpaBHEHUHU C MOKa3aTejaeM colraibHoro pyHknronupoBanus (p<0,05).
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Tabnuna 36 — [loka3aTenu kayecTBa KU3HH Y I€TEH UCCIIETYyEMbIX TPy

[TapameTpsbl kauecTBa KU3HU

oD 20 Co D I1C3 Ob
KoHTUHTeHT
M +o M =o; M =o; M =o; M =o; M =o;
95% 1IN | 95% AN | 95% A1 | 95% AN | 95% AN | 95% JI1
OcnoBras | 78,2+16,2 | 65,7+19,4 | 75,7£24,7 | 65,5£17,3 | 68,2+19,5 | 70,1+17,7
rpymnmna (71,8- (58,3- (66,3- (58,8- (60,9- (63,4-
(n=30) 84,7) 73,1) 85,1) 72,2) 75,6) 76,9)
KonTposbHa 85 4411.9 77,5£18.,5 | 89,0+12,3 | 74,0+14,9 | 80,2+12,2 | 81,5+11,4
A TpyIia (82’4 a3 ’3) (72,9- (86,0- (70,4- (77,2- (78,7-
(n=67) ’ ’ 81,9) 92,0) 77,6) 83,1) 84,3)
p =0,049 =0,004 =0,016 =0,021 =0,003 =0,004

[Ipumeuanue: p — U-kpurepuii, M — cpensee, 6 — OTKIIOHEHUE cTangapTHoe; JU

(moBepuTenbHBIN HHTEpBaAN) — 95%.

CpaBHeHHE TIOKa3aTeleil ypOBHS KayecTBa KU3HM MEXKIY Tpynmnamu
JEMOHCTPUPYET PUCYHOK 1.
*
ot
100
85,4
20
60 ¥
o] 30
40 N
81,5

30,2

ncs

20

——

‘
77,5
89

Cco

e OCHOBHaS rpynna

e KOHTPO/IbHAA FPYyNMa

p<0,05

Pucynok 1 — YpoBeHb KauecTBa )KU3HU y IETEN UCCIEAYEMBIX TPYIIII
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KauecTBo KM3HU y 1€T€ KOHTPOJIBHOM I'PYIIIBI TOCTOBEPHO BBIIIE, YEM y JACTEU
uccienyeMoi rpynnsl no Bcem nokasaressiM (p<0,05). MakcumanbeHas pa3Huia 0aioB
IpU CpaBHEHHMU ObUIa BBIABIIEHA M0 IIKaJEe COLMAIbHOrO (yHKuMoHHpoBaHus (13,3
Oamna), nmajgee TICHUXOCOIUANbHOTO 370poBbsi (12,0 6amioB) W SMOIMOHAIBHOTO
¢ysnkuonupoBanua (11,8 ©Oama). PesynbTarbl MccinenoBaHus IOKa3blBalOT, 4YTO
Ka4yeCTBO JKU3HHU JIETe 3HAUMMO BBILIE IPU OTCYTCTBUU IT'€MOPPArUYECKUX MPOSIBICHUN
10 BCEM UCCJIEIyEMBIM MapaMeTpaM KauecTBa KU3HMU.

BakHoe 3HaueHHe UMENo N3yYeHHE YPOBHS KauecTBa >KU3HM IO BCEM 3a/IaHHBIM
MOKa3aTesiiM, MPELYyCMOTPEHHBIM OINPOCHUKOM B OCHOBHOM M KOHTPOJIBHOM TIpymIe

neTei. Pesynbrarel mpejcTaBiieHsl B Tabunax (37-42).

Tabmuua 37 — Ulkama ¢usndyeckoro ¢(yHKUUOHUPOBAHUS Yy JE€TEd OCHOBHOM

¥ KOHTPOJBHOM Trpymm

VYpoBeHb KauecTBa KU3HU (OAILITBI)
KoHTuHTEHT 100-91 90-81 80-71 70 u meHee
n (%) n (%) n (%) n (%)
Uccnenyemas
rpymmna 5(16,7) 12 (40) 4 (13,3) 9 (30)
(n=30)
KonTposbHas
rpymmna 23 (34,3) 26 (38,8) 13 (19,4) 5(7,5)
(n=67)
p =0,092 =1,000 =0,571 =0,009

[Ipumeuanue: B ckoOkax —%; p — Tounslit kputepuit Ouiepa (TKD).

N3ydenune comoctaBieHus ypoBHS (puznueckoro (yHKIIMOHUPOBAHUS Y JeTei
CpPaBHUBAaEGMBIX TPYII TO3BOJMIM YCTAaHOBUTH, YTO B TPYIIE JETCH C HATUIUEM
KPOBOTOYMBOCTH KOJMYECTBO JieTel ¢ HU3KUMH Oamutamu (MeHee 70) OBLIO JOCTOBEPHO
Oonpiie, yeM B KOHTpoJbHOU rpynmne (p=0,009), mpu cpaBHeHHM rpymnn ¢ Oojee

BBICOKMMHU ITOKA3aTeJIIMU JIOCTOBEPHBIX pa3Iuynii moxydeHo He obuto (p>0,05).
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AHanmu3 mokaszaTesen mKaja SMOIMoHaIbHOTO (hyHKIHoHupoBanus (Tabmuia 38)
MOKa3aJl, YTO B KOHTPOJBHOM IpyIIe KOJIWYECTBO JeTel ¢ BbicokuMu Oamutamu (ot 100
no 81) Obuto OoJibllie, YeM B UCCIEAYEMOM, HO MPU ATOM CTATUCTUYECKOW Pa3HMIIbI
BEISIBIICHO HE ObuTO (p>0,05), ofHaKO KOIWYECTBO nerel ¢ Oayamu 70 1 MeHee ObLIO

JIOCTOBEPHO OO0JIbIIIE CPEAU IeTel ¢ POABICHUSIMU KpoBOTOUUBOCTH (p=0,047).

Tabmuma 38 — Illkama smoumoHaNBEHOTO (YHKIMOHUPOBAHHUS y JAETed OCHOBHOU

Y KOHTPOJBLHOM rpymnm

VYpoBeHb KauecTBa KU3HU (OaIIbI)
KoHTuHTEHT 100-91 90-81 80-71 70 1 meHee
n (%) n (%) n (%) n (%)
Uccnenyemas
rpymnmna 3 (10) 3 (10) 6 (20) 18 (60)
(n=30)
KonTposbHas
16 (23,9) 16 (23,9) 10 (14,9) 25 (37,3)
rpynna (n=67)
p =0,166 =0,166 =0,561 =0,047

[Ipumeuanue: B ckoOkax —%; p — Tounslii kputepuii @uiepa (TKD).

Tabmuma 39 — Ilkama comuanbHOTO (PYHKIIMOHUPOBAHMUS Yy JETel OCHOBHOMN

Y KOHTPOJIBHOM TPyIIII

YpoBeHb KauecTBa KU3HU (OaIbI)
KonTunrent 100-91 90-81 80-71 70 u meHee
n (%) n (%) n (%) n (%)
Uccnenyemas
rpyra 10 (33,3) 4 (13,3) 3 (10) 13 (43,4)
(n=30)
KonTposbHas
34 (50,7) 17 (25,4) 10 (14,9) 6 (9,0)
rpymmna (n=67)
p =0,127 =0,285 =0,748 <0,001

[Ipumeuanue: B ckoOkax —%; p — Tounbiii kputepuit Oumepa (TKD).
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[Ipu wHTEpIpeTanuu mokazaresneil conuanbHOro QpyHkimonupoBanus (Tabmmia
39) OBLIO YCTAaHOBIJIEHO, YTO CTAaTHUCTHYECKHU Ooyiee HHU3KKE Oajlibl OMpEICNAIOTCS B

uccienyemoit rpymnmne (43,4%, p<0,001), yem B KOHTPOIBHOM.

Tabmuma 40 — Illkama mkogbHOrO (YHKIIMOHUPOBAHUSA Y JeTed OCHOBHOM

Y KOHTPOJBHOM rpymnmn

VYpoBeHb KauecTBa KU3HU (OaIIbI)
KonTtunrent 100-91 90-81 80-71 70 u meHee
n (%) n (%) n (%) n (%)
Uccnenyemas
rpyIma 2 (6,7) 4 (13,3) 3 (10) 21 (70)
(n=30)
KonTposbHas
8 (11,4) 10 (14,9) 18 (26,9) 31 (46,3)
rpynma (n=67)
p =0,719 =1,000 =0,068 =0,028

[Ipumeuanue: B ckoOkax —%; p — Tounslii kputepuii Ouinepa (TKD).

ITo nanubM TabauIkl 40, OBUIO YCTAHOBIEHO, YTO KOJMYECTBO 3J]0POBBIX JETEH C
BBICOKMMU OaJljlaMU MO IIKaje MKOJbHOr0 ()YHKIIMOHUPOBAHUS OBLIO OOJIbIIIE, YEM B
HCCIIeyeMOM TPYIIe, HO TIPH 3TOM CTAaTUCTHYECKUX Pa3IMuuii OOHApPYKEHO HE ObLIO
(p>0,05). KonuuectBo nereit ¢ Oamnamu 70 1 MeHee ObLUIO TOCTOBEPHO OOJIbINIE Cpeu

JeTel ¢ MPOosBICHHEM TreMopparudeckoro cuaapoma (p=0,028).

Tabnuua 41 — [llkana ncuxocouuaIbHOTO 310POBbs y AETEl OCHOBHOW M KOHTPOJIbHOM

IpyIII

VYpoBeHb KauecTBa KU3HU (OaIbI)

KoHTHHTEHT 100-91 90-81 80-71 70 u MeHee

n (%) n (%) n (%) n (%)

1 2 3 4 5




[Tponomkenne Tabnmip 41
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1 2 3 4 5
Uccnenyemas
rpynma 1(3,3) 10 (33,3) 3(10) 16 (53,4)
(n=30)
KonTposbHas
14 (20,9) 18 (26,9) 23 (34,3) 12 (17,9)
rpyrma (n=67)
p =0,032 =0,628 =0,013 <0,001

[Tpumeuanue: B ckoOkax —%; p — Tounsiit kpurepuii Ouiepa (TKD).

[Ipu ananuze mokaszaresel McuxocoIuaabHoro 310poBbs (Tabmuima 42) ynamock

YCTAaHOBUTB, YTO Yy I[CT@IZ HCCJ’ICI[yGMOﬁ Irpyniibl 3TOT KOMIIOHCHT OBIJI CTaTUCTUYECKHU

6onee HuzkuM (53,4%, p<0,001), yem B KOHTPOIHHOM.

Tabnuna 42 — [lkana obiiero 6aymia y 1eTeil OCHOBHOM U KOHTPOJIBHON TPy

YpoBeHb KauecTBa KU3HU (OaIbI)

KoHTuHTEHT 100-91 90-81 80-71 70 u meHee
n (%) n (%) n (%) n (%)
Uccnenyemas
rpymmna 2 (6,7) 9 (30) 3 (10) 16 (53,3)
(n=30)
KonTposbHas
16 (23,9) 19 (28,4) 24 (35,8) 8 (11,9)
rpynna (n=67)
p =0,050 =1,000 =0,013 <0,001

[Tpumeuanue: B ckoOkax %; p — Tounslii kputepuii Gurepa (TKD).

WNuTtepnperanusi cymMMbl BceX OayioB TMOKaszaTenei kauectBa >ku3Hu (Tabmmia

42) nmo3BOJSIET ONMpPENENnTh, YTO B OCHOBHOM TpyIIle YUCIEHHOCTh JETel ¢ HU3KUMU

oamnamu coctaBuia 53,3%, (p<0,001), HanpoTHUB B KOHTPOJBHOMN IpyNIe KOHTUHIEHT

JIeTel C BRICOKUM YpOBHEM 00111ero 6amia 011 J0cToBEpHO BhIte 23,9%, (p=0,050).
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Pe3rome

Takum o00pa3oM, ObUIO YCTAHOBJIEHO, YTO IIKaJdbl KayecTBa >KU3HU JETEH C
KIMHAYECKAM TIPOSBIICHHEM TE€MOPPArndecKoro CHHAPOMA HUXKE, YeM Y 3JI0POBBIX
nererr (p<0,05). bpu1o oTMedYeHO, YTO y JeTel KOHTPOJBbHOW TPYIIIBI OIMpeAeseTCs
3HAYMMasl pa3HHUIla B OaJlIax IO MMOKa3aTeJisIM COUUanbHOrO (QyHKIoHupoBanus (CD)
(13,3), IICUXOCOI[UATIHLHOTO 3JI0POBBS (I1IC3) (12), HMOI[MOHAIEHOTO
¢yukuuonupoBanus (OD) (11,8), yem B wmccnemyemoit rpymme. Kpome toro, Obuia
3auKCHpOBaHA CYIIECTBEHHO 3HAYMMas BEIWYMHA HHU3KUX OaUIOB TIO IITKajam
¢busnyeckoro ¢yukiumonuponanusa (30,0% mnpotus 7,5%, p=0,009), smormoHanbHOTO
GyHKIMOHUPOBAHUS (60,0% IPOTHUB 37,3%, p=0,047), COI[MATILHOTO
¢ynkuuonnposanus (43,4% npotus 9,0%, p<0,001), mKoapHOr0 (PyHKIMOHUPOBAHUS
(70% mnpotus 46,3%, p=0,028), ncuxocorumaisHoro 310poBbs (53,4% npotus 17,9%,
p<0,001) u obmiero 6amna (53,3% npotus 11,9%, p<0,001) O6bLI0 BBIABICHO y JAETEH C
MIPOSIBJICHUSIMH  KPOBOTOYMBOCTH, B TO BpeMs Kak OoJjiee BBICOKHE Oaibl 110
OJIHOMMEHHBIM IIIKaJIaM Yallle ONpeesUINCh CPEAU 3I0POBBIX JE€TEH, HO TOCTOBEPHBIX

paznuuuii He umenu (p>0,05).

4.2 UcciienoBaHusi YypOBHSI Ka4eCTBA KU3HU Yy JeTeil
¢ MPOSABJIEHHEM IeMOPPAru4eCcKOro CHHApPoMa

C YUYE€TOM YPOBHA rOMOIIUCTENHA B ChIBOPOTKE KPOBH

[To naHHBIM JUTEpPATYpHI, HapylIeHWE B paboTe (POJIATHOrO LMKJIA TMPUBOAAT K
MOBBHIIIICHUIO KOHIICHTpAIMi romolimcrenHa B rurazme kpoBu [100]. Psm aBTopos
TOBOPUT O €ro BBIPAKECHHOM HEHPOTOKCHYECKOM JIEMCTBUM M O TMOBPEKJICHUU
sHpoTenus cocynon [111].

[Ipu mpoBeneHNM UCCIEAOBAHUS 32 HOPMaJIbHbIEC MMOKA3aTeIM TOMOLMCTEHHA B
CBIBOPOTKE KPOBU MPUHUMAIIUCh 3HA4Y€HUs 10 7 MKMOJb/a [20]. beuio ycraHoBieHO,
YTO B TpyNIe AeTed ¢ HaJUYMEM TeMOPpParkuyecKoro CUHAPOMA CPEHHE MOKa3aTeIn

I'T] B ceiBopoTKe KpoBU ObuH paBHbI 10,620 MxMomb/n. Bee netn Obuin pa3ieneHsl Ha
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JIBE€ TPYMIBI: TepBas Tpylna — C MOBBILIEHHBIM YpOBHEM romornuctenHa (Oosee 7
MKMOJIB/JT) B KOIM4YeCTBE 18 denoBek, u BTOpas rpymna — ¢ YpOBHEM JI0 7 MKMOJb/JI, B
KOTOpYI0 BoOIUIM 12 00cienoBaHHBIX. bBOJbIIyI0 3aMHTEPECOBAHHOCTH BBI3BIBAJIO
CpPaBHEHME IOKA3aTEJIEN KayecTBa JKU3HU IPU PA3HBIX IOKA3aTENsAX T'OMOLMCTEWHA B
ma3Me KpoBu. Ha pucyHke 2 HarmisigHO NPOJEMOHCTPUPOBAHO CPAaBHEHHE KA

Ka4CCTBA ) KU3HU B 3dBUCHUMOCTH OT YPOBHA T'OMOIUCTCHUHA

oo *
100
"o 30
86,7 3
20 = [pynna geTeu c
noBbIWeHHbIm L,
0
= [pynna aeTtemn c
: & HopManbHbIm TL,
a4, 8,33
{1c3 3 co
84,1 "
p<0,05
we

Pucynok 2 — [Tapamerpsl KK y nereli ¢ mposiBICHUSMUA FEMOPPAruueCcKoro CHHIpoma

C pa3JIM4YHbBIM YPOBHEM I'OMOLUCTCHHA B INIa3ME KPOBH

[Ipu ompeneneHuu mnapamMeTpoB KadyecTBa MXKU3HU y JIeTEH C MPOSIBICHUSIMU
KPOBOTOYMBOCTM  OBUIO  YCTAHOBJIEHO, 4YTO B TIpynme OOCIEeIOBAaHHBIX C
TUINEPrOMOIIMCTEUHEMUEH OBLJI0O 3HAUYUTEIbHOE CHUKEHHE IIKaJlbl (PU3UYECKOTO
dbyakuuonupoanus (96,25 Oamna mporuB 80,35 OGamma, p=0,005), MIKOIBHOTO
dbynkunonupoBanus (84,16 6amna nmpotus 63,8 6amia, p=0,010), ncuxoconuaibHOTO
3m0poBbs (84,40 6aimna nmpotuB 68,38 Gamma, p=0,026) u obmero 6amna (86,70 Gamra
npotuB 68,14 6amna, p=0,012), yuem y aeTelt ¢ ypoBHEM TOMOLIMUCTENHA B TJIa3Me KPOBU

B IPEAENIax BO3PAaCTHOM HOPMBI, IO APYTMM IIOKa3aTeIsiM AOCTOBEPHBIX Pa3IMYHM
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obHapyxeHo He O0b110 (p>0,05).

[ToBbIIICHWE YPOBHS TOMOIKCTEHMHA B OPTraHU3ME MOXKET IPOUCXOAHWTHh B
pe3yibTaTe MHOTOYMCIEHHBIX NpUuYdH. [lo JaHHBIM HEKOTOPBIX JIUTEpPaTyPHBIX
HUCTOYHHUKOB, OKOJO 2/3 BCeX BBISIBICHHBIX CIIy9a€B IOBBIIIICHHOTO YPOBHS
TOMOIIMCTEMHA CBSI3aHO C HEJAOCTATOYHBIM KOJUYECTBOM (DOJIMEBOM KHUCIOTHI B
opranusMe 4enoBeka [27; 44]. Beut onpezeneH MCXOMHBIA YPOBEHb BUTAaMHHBI Bg B

11a3Me KpOBH y JIETEl UCCIEAYEMBIX IpyI. Pe3yabTaThl peacTaBiIeHbl HA PUCYHKE 3.

4 3.75—*

3,5

3

2,5 -

2 -

Hr/mn

B ypoBeHb posaToB

1,5 -

1

0,5 -

0 -
YpoBseHb posiaToB y gete ¢ YpoBeHb ¢ponaToB y AeTel
NpPoABAEHUAMMU 6e3 npoAsneHUi
remopparMyeckoro CMHAPOMa reMmopparnyeckoro CUHAPOMa

“p=0,011

Pucynoxk 3 — YpoBeHb (posineBOM KHCIOTHI Y I€TEH UCCIAEAYEMbIX IPYIII

3a HOpMaJbHBIM YPOBEHb MPUHUMAIUCH 3HaueHus ot 3,1 mo 20,5 ar/mu [45].
Cpennsist BenmuurHA GOJIATOB Y JIeTEH B TPYIIE ¢ HATMYUEM THIIEPTOMOIIMCTCHHEMUN —
2,51 Hr/mi, a B rpyIme ¢ HOPMAJIbHBIM YPOBHEM TOMOIIMCTEHHA CPEHEE COJepKAHUE
domnaroB pasuHsuioch 3,75 ur/mn (p=0,011). B mepBoii rpynmne nereid HU3KUI YpPOBEHb
bonneBoii Kucao0Thl ObLT BhIsIBIIEH Y 16 (88,9%) 00ciienyembix, a BO BTOPOW IpyIie — y
3 (25%) uenosek (p=0,001).

JleTssM Cc HajaM4MeM TUIEProMOLIMCTEMHEMHUHM ObUT Ha3zHayeH Kypc (oJjimeBoin
KHUCJIOTHI B 103UpoBKe 1 Mr x 1 pa3 B CyTKu 0OIIEH IPOIOIKUTEIHLHOCTRIO 2 MecsIa,
OTMMpAasICh HA JIUTEPaTypHbIE JTAaHHBIE O TOM, YTO Y OEPEMEHHBIX C OTATOIICHHBIM

AKYHICPCKMM aHAMHC30M BUTaMHWH Bg YCIICIIHO HMCIIOJB3YCTCA JIA JICUCHUA U
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npo(UIAKTUKN TUIIEPrOMOLUCTENHEMUHN U Oosee 3(p(PEeKTUBHO CHMXKAeT ypoBeHb ['1]

2]

PCSYJII)TaTI)I YPOBHA TOMOHOMCTCHMHA OO0 MW IIOCJIC JICUCHHA IIPCACTABJICHBI Ha

puUCyHKe 4.
12
10,62
10 -
8 _
S 6,43 *
o
E W yposeHb 'L,
4 _
2 _
0 - ' "p<0,05
YpoBeHb rOMOLMCTEMHA A0 YpoBeHb romoLmMcTemMHa nocne
neyeHunsa donatamu neyeHuns ponatamm

Pucynok 4 — [lokazarenu romoructerHa Ha GoHe npruemMa (oIrueBoil KUCIOThI

CpenHee 3Ha4YeHHE TOMOLMCTEMHAa Yy JETe B BBICTPOEHHON TpyIe 0
MPOBOIMMON Tepanuu OblI0 paBHO 10,62 MKMOJIB/J, MOCE MPOBEACHHOTO JICUCHHS
OTMEYAJIOCh CTATUCTUYECKH 3HAUYUMOE CHIDKCHHE THIEPrOMOIMCTEHHEUMUN 10
6,43Mmkmous/n (p<0,001).

bein mponsBeaeH pacueT kKodhPHUIreHTa KOPPEIAIUN MKy YPOBHEM (HOTHEBOM
KHUCIIOTBI M YPOBHEM TOMOIIMCTEMHA Yy JETeH C MPOSIBJICHHUEM TIeMOPPArHdecKoro

cunsipoma (Pucynok 5).
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Huaepamma paccesiHusi: ponuesasi kucrioma vs. [ (Mocnpoy.ydanenue MN4)
ry =110,21- 52,63 * ghonuesas kucnoma
Koppensayusi: r = -,5369

14 15 16 At/ 18 19 20 21 22

hornuesas Kucriona \o\ 95% dosepum

Pucynox 5 — KoppesiiMOHHBIN aHAJIW3 MEX1Yy YPOBHEM (DOIHEBOMN KUCIOTHI U

TOMOIOUCTCHUHA

Koaddumment koppensuuu pased r=-0,5369, pe3ynbrarbl CBUACTEIBCTBYIOT O
TOM, YTO KOppemslusl CWwibHas W oOpaTHasi, T. €. YeM HIXKE YpOBEHb (PosmeBoit
KHUCJIOTHI, TEM YPOBEHb TOMOIIMCTEMHA 3HAYMMO BBIIIIE.

[locne xoppekuuu ypOBHS TOMOIIMCTEMHA OBLJIO MPOBEACHO IMOBTOPHOE
aHKETUPOBAHUE JIETeU JIs OMpEeNeSIeHUs] MapaMeTpOB KauecTBa *KWU3HH, MOJTYYEHHbIC

pe3yJbTaThl IPEACTABICHBI HA PUCYHKE ©.

Ob 20
80,5 1
==Y pOBeHb K} 00 Nprema
donatos
oY PDOBEHb KAYECTBA XMN3HU
* nocne npmvema ¢ponaTos
81,6 *
93,9
necs co

*p<0,05

o

Pucynok 6 — YpoBeHb KauecTBa KU3HU JI0 U MOCE prueMa (POIrMeBOil KUCIOThI
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beuto ompeneneno, Wro mocie mpuemMa BUTaMUHA Bg y JeTeil J10CTOBEpHO
YIYYIIWIACH TIOKa3aTelid CONHMalbHOTO (GyHKIMoHupoBanus (93,90 Oamia mpoTuB
75,47 Oamna, p=0,027), ncuxoconuanbHoro 3A0poBbs (81,60 Gamma npotuB 68,38
oama, p=0,025) u obmero Oamna (80,50 6amra mporur 68,14 Gamna, p=0,023). Ilo
IIKajaM IIKOJBHOTO M SMOIMOHAIBHOTO (DYHKIITMOHUPOBAHUS OTMEYAJIOCh YBEITUUCHUE

KOJIM4ecTBa 0aJioB, HO IOCTOBEPHBIX pa3uunil 00HapyxeHo He 0b110 (p=0,05).
Pe3srome

Takum 00pa3om, MOXKHO yTBEpXKIaTh, YTO MOKA3aTeIN KayecTBAa >KU3HU Yy JETEH ¢
HAIMYMEM TeMOPPArHyecKoro CHHIpPOMAa TpU TMOBBIIMIEHHOM YpPOBHE T'OMOIIMCTEHHA
UMEIOT HauOoJiee HM3KUE Oalipl Mo IKajam ¢uzndeckoro GyHkiuoHupoBanus (96,25
oamuta nmpotuB 80,35 OGamna, p=0,005), mikonbHOrO (QyHKIMOHUpoBaHus (84,16 Oamia
npotuB 63,8 6amta, p=0,010), ncuxoconuanbHOro 310poBbs (84,40 G6aina npotuB 68,38
oamta, p=0,026) u obmero Oamia (86,70 6amta nporus 68,14 Gamwia, p=0,012), yem y
JeTell C KPOBOTOYMBOCTHIO, HO YpOBEHb TOMOIIMCTEMHA B IUIa3ME€ KPOBU B Mpejeax
HOPMBI.

Bmecte ¢ TeM, mpueM (oareBOi KHCIOTHI CyIIECTBEHHO YMEHBIIAET YPOBEHb
TOMOIIMCTEHHA B IJIa3ME KPOBU M 3HAYMMO MPUBOJIUT K YBEJIMUYCHUIO YPOBHS KauecTBa
KU3HM M0 IIKaJlaM COLMaIbHOTO (GyHKUHoHUpoBaHus (93,90 Gamna nmpotus 75,47
oama, p=0,027), ncuxocouuanbHoro 310poBbsa (81,60 Gamna mpoturB 68,38 Oamia,
p=0,025) u obmero 6Gamra (80,50 Gamna mpotuB 68,14 Gamna, p=0,023). Xouercs
OTMETUTh, 4TO s npodunaktukun [TL[ u noemuenus ypoBHs KK gersm ¢
MPOSIBJICHUSIMU KPOBOTOUMBOCTH I1€JIecO00pa3Ha pandoHaibHas (pojJaTHO-BUTAMUHHAS

KOPPEKIIHS.
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I'TIABA 5 ITPOTHOCTHYECKASA 3BHAYNMOCTDb ®AKTOPOB
TPOMBOI'EHHOI'O PUCKA B PEAJIM3ALINHN
BOJIE3HEH KPOBOOBPAIIIEHUS Y IETEH C TPOSABJIEHUEM
I'EMOPPAI'MTYECKOI'O CUHAPOMA

5.1 3HaYMMOCTD ACNEKTOB TPOMOOTeHHOI0 PUCKA B peaju3alum 00J1e3Hel

KPOBOOOpauieHust

Brimonnennoe oOcnenopanue BoIsiBHIO (Tabmuia 44), 4To ceMelHbIM aHaMHE3
M0 Pa3BUTHUIO COCYAUCTBIX cOObITHI (12,5%) yamie HaOmoaICs B MCCIEAYyEMOM TpyIe
nerer (p<0,001). IIposinenus HeaudPepeHIIUPOBAHHON AUCIUIA3UM COCTUHUTEIIBHOU
TKaHH, Takue Kak: kudo3 (19,9%), runepmoOunbLHOCTh cycTaBoB (4,4%), MIOCKOCTOIHE
(13,7%), Buaumas BenosHas cetb (10,1%), amomamuu mpopessiBas 3y0oB (16,8%),
npoJianic  MuTpasibHoro knanana (11,8%), maromorust opranoB 3penust (35,7%)
JIOCTOBEPHO Yallle BCTpEYaInuCh B uccneayemont rpymme (p<0,05).

3adukcupoBaHo, 4To HocuTeNnbcTBO FTHMZQ reHoruna rena ITGA2 u rHmzg rena
PAI-1 gamie perucTpupoBaioch y eTei ¢ KpoBoTounBocThio (P<0,05).

VY nereu ¢ nposIBIICHUSIMU KPOBOTOUYMBOCTH YPOBHS CTATUCTUYECKOW 3HAUMMOCTH
(p<0,05) mocturanu coueTaHus cieAyromux moaumoppusmon: PAI-1: -675 4G/4G+ F7:
1097 G/G (B uccneayemoii rpymme — 54,3%; B KOHTpoJbHOU rpymie — 25,5%); PAI-1:-
675 4G/4G+ F7: 1097 G/A (B uccnexyemoit rpymmne — 16,3%; B KOHTPOJIBHOM TPYIITIC —
3,8%); PAI-1:-6754G/AG + F13:Val34Leu G/G (B muccaenyemoii rpynmne — 40,2%; B
KOHTpoJbHOM Tpymmne — 16,6%); PAI-1:-6754G/4G + F13:Val34Leu G/T (B
uccienyemon rpynne — 41,3%; B xoHTposbHOM Tpymie — 9,6%); PAI-1:-675 4G/4G+
F7:1097 G/G+ F13: Val34Leu G/G (B ucciemyemoii rpymme — 32,6%; B KOHTPOJIbHOMH
rpymme — 15,3%); PAI-1:-675 5G/4G+ ITGA2: 807 T/T (B ucciemyemoi rpyrime —
17,4%; B KoHTpoJbHOU Tpymme — 5,7%); PAI-1:-675 4G/4G+ ITGA2: 807 T/T (B
uccineayemoit rpymme — 14,1%; B kouTposbHOM rpymmne — 5,7%); PAI-1:-675 4G/4G+
ITGB3: 1565 T/C (B uccnenyemoii rpymme — 17,4%; B KOHTpoabHOH rpymme — 7,0%);
PAI-1:-675 4G/4G+ MTHFR: 677 C/T (B uccieayemoii rpymme — 28,3%; B KOHTPOJIBHOM
rpyme — 12,1%); MTHFR: 677 C/T+ MTHFR:1298 A/C (8 uccienyemoii rpyrie — 33,7%;
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B KOHTpOsbHOM rpymme — 17,8%); MTHFR: 677 C/T+ MTR: 2756 A/G (B ucciemxyemoit
rpymre — 27,2%; B KoHTponbHOU Tpyrme — 14,6%); MTHFR: 677 T/T+ MTRR: 66 G/ G (B
uccleryeMoit rpyrre — 5,4%; B KoHTposibHOM rpytre — 0,6%).
CraTrueckue JOCTOBEPHBIC pa3u4usi OBbUTH BBISIBICHBI 10 J1a00OpaTOPHBIM

nokaszarensam, [-mumepa, POMK, ¢pubpunorena, romonuctensa (p<0,05).

Tabmuia 44 — Mccnenyemblie pakTopsl TPOMOOTEHHOTO PUCKA

Nern\no JleTu ¢ mposiBIeHUEM Jern
Mpusiax reMOpparuyeckoro KOHTPOJIbHOM .
CHUHJIpOMA TPYIIIbI
n=297, (%) n=115, (%)
1 2 3 4 5
1 HacnencTtBeHHBIN
TPOMOOTHYECKUI 37 (12,5) 2(1.7) <0,001
aHaMHe3 (MHCYJIbTHI,
uH(papkrel, THA)

['emaToMe3eHXUMaIbHBIE MAPKEPBI

2 Kudos 59 (19,9) 5(4,3) <0,001

3 ['MnepMoOMIIBHOCTD 15 (4,4) 1(0.9) 0,049
CYCTaBOB

4 [T1ockocTomnue 27 (13,7) 3(2,6) 0,020

5 Buanmast BeHO3HAs CETh 30 (10,1) 4 (3,5) 0,028

° | Auomamm 50 (16,8) 10 (8,7) 0,042
pope3bIBaHUs 3y00B

7 [Ipomanc ~ MHUTpaIBLHOTO 35 (11.8) 6 (5.2) 0,045
KJlarmaHa

8 Hatonorms oprana 106 (35,7) 14 (12,2) <0,001
3peHHUS

I'eHeTnueckue Mapkepbl

9 ITGA2 807 TT 29 (31,5) 15 (18,1) 0,050

10 | PAI-1(-675) 4G4G 61 (66,3) 41 (35,6) 0,0001
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1 2 3 4 3)
['eHeTnyeckue KOMIayH /bl

11 PAI-:-675 4G/4AG+ FT:

1097 G/G 50 (54,3) 40 (25,5) <0,001
12 PAI-1:-675 4G/AG+ FT:

1097 G/A 15 (16,3) 6 (3,8) <0,001
13 PAI-1:-6754G/4G + F13:

Val3aLeu G/G 37 (40,2) 26 (16,6) <0,001
14 PAI-1:-6754G/4G + F13:

Val34Leu G/T 38 (41,3) 15 (9,6) <0,001
15 PAI-1:-675 4G/AG+ F7:

1097 G/G+ F13: 30 (32,6) 24 (15,3) 0,002

Val34Leu G/G
16 PAI-1:-675 5G/4G+

ITGA2:807 T/T 16 (17.4) 9(.7) 0,004
17 PAI-1:-675 4G/4G+

ITGA2:807 T/T 13(14.1) 9(.7) 0.035
18 PAI-1:-675 4G/4G+

ITGB3: 1565 T/C 16 (17.4) 11(7.0) 0018
19 PAI-1:-675 4G/4G+

MTHER:677 C/T 26 (28,3) 19 (12,1) 0,001
20 MTHFR:677 C/IT+

MTHER:1298 A/C 31 (33,7) 28 (17,8) 0,005
21 MTHFR:677 C/T+ MTR:

2756 AJG 25 (27,2) 23 (14,6) 0,019
22 MTHFR:677 T/T+

MTRR:66 G/ G > (54) 1(06) 0.027

JlaGopaTopHble MoKa3aTeIu

23 [ToBbILIEHHBIN YPOBEHB 59 (20) 8 (6.9) 0,011

- numepa
24 [ToBBIIEHHBIN YPOBEHB 113 (38) 4(3.4) 0.011

POMK ’ ’
25 IToBbIIIEHHBIN YPOBEHB

puGpuHorena 12 (4,0) 2 (1,7) 0,003
26 IToBbIIIEHHBIN YPOBEHB 37 (12,5) 6 (5.2) <0,001

TOMOIUCTCHUHA

[Tpumeuanue: Cratuctuka: p — TouHblid kputepuit @uinepa (TKD).
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Uccnemyembie ¢axtopbl, odopmieHHbIE B TaOmuie 45, MmoKa3aim, 9TO CEMEHHBIHN
TPOMOOTHYECKUI aHaMHE3 MMEET JIOCTATOYHO BBICOKYI0 MH(opmaTuBHOCTH [0,486 OuT].
OmnpeneneHo, 4YTO Cpelud TNPOTHOCTMYECKUX KPUTEPUEB peaM3allid TeHETHYECKOU
TpoMOOdrIIK OOBIION WH()OPMATUBHOCTHIO OOJIAAACT PEAKHMA TOMO3WIOTHBIA BapHaHT
PAI-1:(-675) 4G4G [0,461 Owr], HauMeHbIIeH HWHPOPMATHBHOCTBIO OOJIANACT PEIAKHIA
romo3urotHeiii Bapuant ITGA2 807 TT [0,134 Owut], Oombiioil MHOOPMATUBHOCTHIO
00JIaal0T TeH-TEHHBIC BapUaHTHI MOIMMOpU3MOB, ocoberHo PAI-1:-6754G/4G + F13:
Val34Leu G/T [0,634 Owur], PAI-1:-675 4G/AG+ F7:1097 G/G [0,432 oOwut], PAI-1:-
6754G/4AG + F13:Val34Leu G/G [0,472 Gur].

Cpenn QeHoTUNHMUYECKHX NPOsBICHUNA HeauppepeHInpoBaHHON IUCIIa3UU
COCJIMHUTEIFHON TKAaHU y JIeTed MPU CPAaBHEHUU MCCIEIYEMON U KOHTPOJIbHBIX TPYIIT
HauOoJIbIIeH HUHPOPMATUBHOCTHIO OOJafaiu cieayronme mnokaszarenu: kudos3 [0,468
out], miockoctonue [0,389 Out]. Ilpm onenke mabopaTOpHBIX MOKa3aTenen
MJIa3MEHHOTO 3BEHAa reMocTas3a ObUIO YCTaHOBJIEHO, YTO BBICOKAask MH(GOPMATHUBHOCTH

oTMedYaeTcs U npu nossimieHHOM yposae POMK [0,501].

Tabnuua 45 — OueHoYHbIe MapaMeTphl A1l 0TOOpa AE€Tel B TPyNIly pUCKa MO Pa3BUTHIO

COCYJIUCTBIX OCJIOKHEHUMN

BcerpedaemocTs npusHakoB (%) CopnepxaTeIbHOCTh
Ne | IIpornoctmueckas
Uccnenyemas | KontposnbHas (mo Kyns6aky
n/n JIOMUHAHTA p
rpymmna rpyiima /6uT)
1 2 3 4 5
HacnencrBeHHbBIN
TPOMOOTHYECKUI
1 | anamue3 12,5 1,7 0,0002 0,486
(MHCYJIBTHI,
uHpapkTel, TUA)
2 | Kudos 19,9 4,3 <0,001 0,468
3 ['MnepMoOMIBHOCTD 4.4 0.9 0,049 0,105
CyCTaBOB
4 | Ilnockocromnue 13,7 2,6 0,020 0,389
B
g | M BEHOSHBH 00 3,5 0,028 0,132
CeTh
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1 2 3 4 5

g | /omammi 168 | 87 | 0042 0,081
pOpe3bIBaHUs 3yOOB

7 | Hpomanc 118 | 52 | 0,045 0,099
MUTPAJILHOTO KJIalTaHa

8 [TaTonorus oprana 3peHus 35,7 12,2 <0,001 0,235

9 ITGA2:807 TT 31,5 18,1 0,050 0,134

10 PAI-1:(-675) 4G4G 66,3 35,6 0,0001 0,461

11 PAI-1:-675 4G/AG+ F7:1097 G/G 54,3 25,5 <0,001 0,432

12 PAI-1:-675 4G/4G+ F7:1097 G/A 16,3 3,8 <0,001 0,375
PAI-1:-6754G/AG  + F13:

13 Val34Leu G/G 40,2 16,6 <0,001 0,472
PAI-1:-6754G/4G  + F13:

14 Val34Leu G/T 41,3 9,6 <0,001 0,634
PAI-1:-675 4G/4G+  F7:1097

15 G/G+ F13:Val34Leu G/G 32,6 153 0,002 0,260

16 PAI-1:-675 5G/4G+ ITGAZ2: 807 17.4 57 0,004 0,234
TIT

17 PAI-1:-675 4G/AG+ ITGAZ2: 807 141 57 0,035 0,168
TIT

18 ;@-1:-675 4G/4G+ ITGB3: 1565 17.4 70 0,018 0,208

19 (F;//A_\I!-l:-675 4G/4G+ MTHFR: 677 28.3 121 0,001 0,324

20 MTHFR: 677 C/T+ MTHFR:1298 337 178 0,005 0,318
A/C

21 MTHFR: 677 C/IT+ MTR: 2756 272 14,6 0,019 0,252
A/G

22 MTHFR: 677 T/T+ MTRR: 66 G/ G 54 0,6 0,027 0,072

23 [ToBbiieHnbIt ypoBens J-numepa | 168,42 | 100,87 0,011 0,170

24 [ToBbimieHnsbIl ypoeHb POMK 13,02 3,0 0,011 0,501

o5 [ToBbIIIEHHBIN YPOBCHB 278 217 0,003 0,012
¢ubpuHOTEHA

gg | |lOBPIICHHEIN ypOBCH® 10,62 | 587 | <0,001 0,095

TOMOIUCTCHUHA

[Tpumeuanue: Cratuctuka: p — TouHbii kpurepuii @uinepa (TKD).
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[IporHosupyromue  moka3zaTead  TOWCKa  TOJATBEPXKACHBI  pacueTaMu
OTHOCHUTEJILHOTO PUCKA U OTHOIIEHU maHcoB (Tabmuma 46).

PaccMoTpeHne JTOMUHAHTBI OTHOCUTEIBHOTO PUCKA O0O3HAYMIIO, YTO Y JETeH
OCHOBHOW TPYIIIIBI PAacCHpOCTPAHECHHOCTh OJHOHYKJICOTHIHBIX 3aMEH B TCHaX,
PEryJIupYyIOIUX TeMOCTa3, Obljla 3HAaYMMO BBIIIEC, YEM Yy JIETeH TpYMIbl CpaBHEHUS
(p<0,05). Tak, pacdeT, OTHOCUTEIBHOTO pucka peakoro HmMzg renorumna rena PAI-1
cocrasmi 1,86 [95% U: 1,4-2,5 (z=4,243/0,0001)], wacTora penkoro Hmzg rernotuna
reHa ITGA2 y nereld oCHOBHOM rpymbl Obl1a B 1,7 pa3a BbIlIe, YeM y JeTed TPYIIIbI
cpaBuenus [OP=1,74; 95% JW: 1,01-3,02; (z=1,873; p=0,0467)]. Tem He McHee
KOMIIAyHIbI TOMO3UTOTHBIX reHoTunioB MTHFR:677 T/T+ MTRR:66 G/G B rpymme
JeTell C reMopparutuecKuMu MpOSBICHUSIMH PErUCTPUPOBATUCH B 9 pa3 yaiie, 4eM B
rpymre kortpoist [OP=8,530; 95% [U: 1,01-71,92; (z=1,955; p=0,0487)].

Bricokas mHGOPMATUBHOCTh OILICHOYHBIX KPUTEPUEB IOJy4YeHA IPU pacyuere
OTHOIIEHUSI IIAHCOB, YCTAaHOBJIEHO, YTO PACHPOCTPAHEHHOCTb OJHOHYKIJICOTHUIHBIX
3aM€H, T€HOB, PETYJUPYIOIMMX TeMocTa3 M (HOJaTHBIH OOMEH, CBSI3aHO C BBICOKOM
BEPOSITHOCTHIO pEAM3AlMU  COCYIUCTBIX COOBITHH y TAaIMEHTOB C MPOSIBICHUEM
reMOpPParndeckoro CHHAPOMA 1O CPAaBHEHUIO C JEThMU KOHTPOJIBHOW Tpymmbl. Tak,
oTHomeHue maHcoB peakoro renoruna 807 TT rena ITGA2 cocrasun 2,09; 95% JIU:
1,02-4,25 (z=1,873; p=0,061), dYro YyBEIWUYHMBAECT PHCK BEPOSATHOCTH Pa3BUTHS
TpoMOOTHYECKUX coObITUM B 2 paza (p<0,05). Bmecte ¢ TeM, UHTEpPECHO, YTO B
UCCIIEMyEeMON TpYIe TpPU HOCUTEIBCTBE KOMOWHAIIMM PEIKUX TOMO3UTOTHBIX
nomumopdusmoB  MTHFR:677 T/T+ MTRR: 66 G/ G BeposSTHOCTh pa3BUTHS
TpoM0O030B yBennuuBaigach noutu B 9 pa3 (p=0,050), a accouuarnusi moaumMophu3aMoB
PAI-1:-6754G/AG + F13:Val34Leu G/T mnpuBOAHUT K TMOBBIIICHUIO BEPOSITHOCTH
Pa3BUTHSI COCYAMCTBIX OCIOKHEHUH puOmm3uTeabHo B 7 pas (p<0,001).

Hanuune monoXuTeapsHOTO CEeMEHHOTO TPOMOOTHYECKOrOo aHaMHe3a B 8 pas
YBEIMYHUBACT PUCK Pa3BUTHUS TPOMOO30B y neTeit ucciemxyemoit rpymmsi (p=0,002).

JloMHHMpYIONTHE TMapaMeTphl OTHOIICHHWE IIAHCOB ITOJIYYCHBI TIPH H3YYCHHH
nabopatopHoro mokazatens POMK, mpu TOBBIIIEHHH KOTOPOTO YBEITUYMBACTCS

BEPOSITHOCTh pa3BUTHUs TpoMOOB B 17 pa3 (p<0,001).
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Tabmuna 46 — IIporHocTHYecKHe KpPUTEPHUH BEPOSITHOCTH PA3BUTHUS COCYIUCTBIX

Karactpod
Ne RR zlp OR
n/m Hpormocririeckas (OTHOCHUTENBHBIN (oTHOIICHHE zlp
JOMHHAHTA
PHCK) IIAHCOB)
1 2 3 4 5
1 CeMelHbIN 2,744/
TPOMOOTHYCCKUI 7,16 0,0061 8,04 3,146/
aHaMHe3 (MHCYJIbTBI, (1,75-29,24) (1,91-33,93) 0,002
uHpapxTer, TUA)
2 Kuos 4.57 3,357/ 5,45 3,749/
(1,88-11,09) 0,0008 | (2,13-13,97) | 0,000
3 ['MepMoOMIBHOCTD 5,81 1,713/ 6,06 2,232/
CyCTaBOB (0,78-43,47) 0,0867 (0,79-46,45) 0,026
4 [IocKOCTOMME 3,48 2,086/ 3,73 2,069/
(1,08-11,26) 0,0370 (1,11-12,56) 0,039
5 Bunnmas BEHO3HAas 2,90 2,047/ 3,12 1,992/
ceTh (1,05-8,06) 0,0407 (1,07-9,06) 0,046
6 AHomammu 1,94 2,011/ 2,13 1,945/
IpOpE3bIBaHMSI 3yOOB (1,02-3,69) 0,043 (1,04-4,35) 0,052
7 [Tposarc MUTPaIBLHOTO 2,26 1,904/ 2,43 1,814/
KJlarmaHa (0,98-5,23) 0,0569 (0,99-5,94) 0,070
8 [TaTonorus oprana 2,93 4101/ 4,00 4 592/
3peHus (1,75-4,90) | <0,0001 | (2,18-7,35) | 0,000
9 1,74 1,989/ 2,09 1,873/
ITGA2:807 1T (1,01-3,02) 0,0467 (1,02-4,25) 0,061
10 1,86 4,259/ 3,55 4,243/
PAI-1:(-675) 464G (1,40-2,47) <0,0001 | (2,00-6,32) | 0,000
11 | PAI-1:-675 4G/AG+ 2,13 4,547/ 3,48 4,440/
F7:1097 G/G (1,54-2,96) <0,0001 (2,02-6,01) 0,000
12 | PAI-1:-675 4G/AG+ 4,27 3,121/ 4,90 3,185/
F7:1097 G/A (1,72-10,61) 0,018 (1,83-13,14) | 0,001
13 | PAI-1:-6754G/AG  + 2,43 4,039/ 3,39 3,994/
F13:Val34Leu G/G (1,58-3,74) 0,0001 (1,87-6,13) 0,000
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1 2 3 4 5
14 | PAI-1:-6754G/4G  + 4,32 5,319/ 6,66 5,747/
F13: Val34Leu G/A (2,52-7,41) <0,0001 | (3,39-13,08) | 0,000
15 |PAI-1:-675  4G/4G+ 3,152/
Fr. 1097 GIG+ F13:| ) 3231:;3 42) 00016 1 425’23 96) :(3)’%‘(1)22/
Val34Leu G/G e e !
16 |PAI-1:-675 5G/4G+ 3,03 2,807/
! ! 3,46 2,736/
ITGA2: 807 T/T (1,40-6,59) 0,0050 (146-820) | 0,006
17 |PAI-1:-675  4G/4G+ 2,46 2,183/ 2,71 2,022/
ITGA2: 807 T/T (1,10-5,54) 0,0290 (1,11-6,61) | 0,043
18 |PAI-1:-675  4G/4G+ 2,48 2,464/ 2,79 2,333/
ITGB:3 1565 T/C (1,20-5,12) 0,0137 (1,24-6,32) | 0,020
19 |PAI-1:-675  4G/4G+ 2,34 3,121/ 2,86 3,028/
MTHFR:677 C/T (1,37-3,98) 0,0018 (1,48-5,54) | 0,002
20 | MTHFR:677  C/T+ 1,89 2,825/ 2,34 2,687/
MTHFR:1298 A/C (1,22-2,94) 0,0047 (1,29-4,24) | 0,007
21 |MTHFR:677  C/T+ 1,85 2,401/ 2,17 2,252/
MTR: 2756 A/G (1,12-3,07) 0,0164 (1,15-4,11) | 0,024
22 |MTHFR:677  T/T+ 8,53 1,971/ 8,97 1,955/
MTRR:66 G/ G (1,01-71,92) 0,0487 | (1,03-77,98) | 0,050
23 | [ToBBINIEHHBIN 286 5,801:])’.(/3 332 3,036/
YPOBEHb (1,41-5,79) ! (1,53-7,18) | 0,002
J-numepa
24 | [1oBBINIEHHBIN 10,94 4,816/ 17,04 6,858/
yposeHb POMK (4,13-28,96) 0,0001 | (6,12-47,48) | 0,000
25 | [ToBBINIEHHBIN 230 g,zlélj:); 238 0.853/
YPOBCHb ,
(0,53-10,22) (0,52-10,80) | 0,393
¢bubpuHOTEeHa
26 | IToBbIeHHBIH 239 g,gjﬁ 259 1977/
YPOBCHb ,
(1,04-5,51) (1,06-6,30) | 0,048
T'OMOIIMCTCHUHA

[Ipumeuanue: z — cratuctuka; 95% — JIM (noBeputenbHbIi HHTEpBaN).
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5.2 CocTaBjieHHe MPOTHOCTHYECKOH IIKAJBI 1JI51 0TOOpPA MAIUEHTOB

B IPYINIy pucKa

Ha ocHoBanun IMOJTYUYCHHBIX AOOMHUHHUPVYIOIIUX KPUTCPUCB, KOTOPLIC ObLIN

BBIABJICHBI IIPU PpaCdYCTC OTHOCUTCIIBHO PUCKAa W OTHOIICHUS HIaHCOB, ObLIa IMOCTPOCHA

IMPOTHOCTHYCCKAA IIKaJIa IJIsA 0T60pa MMaguCHTOB C IMPOSABJICHUCM KPOBOTOYMBOCTH B

I'pYIIILYy pUCKa I10 COCYAUCTBIM OCJIOKHCHUSAM.

Tabnuna 47 — IlporHoctuueckas mikaga Juisi oTOOpa MAlMEHTOB B TPYIITY pHCKa
10 PA3BUTHIO COCYJIUCTBIX OCIOKHECHUN

Ne UYepenosanue | bamibl 1TMarHOCTUYECKOTO
[IporaocTudeckas JOMHHAHTA
n/m pU3HaKa koahdurrenTa
1 2 3 4
HacnenctBennsie TpoMOOTHYECKHE +9
1 COOBITHS (uHCYNBTHL, | Hanmuuwue -1
TPaH3UTOPHBIC umemudeckue | OTCyTCTBHE
aTaku, HH(GAPKTHI)
[TposiBnenne HeaudGepeHITMPOBAHHON JUCIIIA3HH COCTMHUTEILHON TKaHH
) Kugos Hanwmuue +6
OrcyrcTBHE -1
['mnepMoOUIBHOCTB CYyCTaBOB Hamume +6
3 05
OtcyrcTBHE ’
A [ImockocTonue Hanuuge +7
OtcyrcTBHE 0,5
: Bunumast BeHO3HAs ceTh Hammume +4
OtcyrcTBHe -0,5
5 AHoManuu npope3bIBaHus 3y00B Hamuue +2
OrcyrcTBHE -0,5
[Iponaric MuTpasbHOro KiianaHa Hamuue +3
! OtcyTtcTBHE -0,5
8 | [latonorus opraHoB 3peHUs Hanuuue +2
OtcyrtcTBHE -1
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[Tpogomxenue Tabauist 47

1 2 3 4
OOHapyKeHue TeHEeTHYECKUX TOTUMOp(HU3MOB TpoMOOopuIuu
9 | TpoMOoIuTapHBIi peuentop | Hamuuue +2
koyutareHa (TGA2 807 TT) OtcyTcTBHE -1
10 | Uaruburop aktuBaropa | Hamuuue +3
iasmuHoreHa PAI-1:(-675) 4G4G | OrcyrcrBue -2
11 | KomOunamms dbepmentoB | Hanuune +9
dbonaTHOTO Metabonusma | OTCyTCTBUE -0,5
(MTHFR: 677 T/T+MTRR: 66
G/G)
[ToBpilIeHNE MTOKa3aTeNeH MIa3MEHHOTO 3B€HA TeMOCTa3a
12 | [loBeieHHBIN ypoBeHB J-armepa Hanuuue +5
OtcyrcTBHE -1
13 | [loBeimenHsIi ypoBeHr POMK Hanuuue +10
OtcytcTBHE -2
14 | TloBbIlIEHHBIN YPOBEHB Hanuuue +4
¢dbubpuHoTreHa OtcyTcTBUE -0,5
15 | IloBbIlLIEHHBII YPOBEHB Hanuuue +4
TOMOIIMUCTEUHA OTtcyTcTBHE -0,5

[Ipu paboTe ¢ MPOTHOCTHUYECKOW TaOIMIEH HEOOXOAUMO HMETh PEe3yJbTaThl

CJIEIYIOIIUX UCCIICIOBAHUN:

1. AnaMHecTHUYECKHE CBEIIECHUS.

. Pe3ynbTaThl KIMHUYECKUX UCCIIEAOBAaHUM.

2
3. Pe3ynbrarhl 1a00paTOPHBIX M HHCTPYMEHTATBHBIX METO/IOB MCCIICTOBAHMS.
4

. PCBYJ'IBTaTBI HCCJICAOBaHUA

OIHOHYKJICOTUAHBIX

PETYIUPYIOMIUX TeMOCTa3 U (POIaTHBIN OOMEH.

3aMEH B  TI€Hax,
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Meroanka oT00pa mauueHTOB B IPYIIy pUCKa

Mo pasBUTHUIO COCYAUCTBIX O0CJIOKHEHM M

1. ITo ykazaHHOW TaOIMUE MPOU3BOAUM PACUYET MPOTHOCTHYECKUX KPUTEPHUEB H
npu pe3yibTaTe CyMMbl OaiioB > +13 (Yy4WUTBHIBAIOTCS pe3yJbTaThl HCCIEHOBAHUS
TeHETUYECKUX MOJUMOP(U3MOB TE€HOB (DAKTOPOB CBEPTHIBaHUS, T'€HOB (HOJIATHOTO
oOMeHa, pe3yJbTaThl KIWHUKO-aHAMHECTUYECKUX M J1a0OpAaTOPHBIX HCCIIETOBAHUIN)
NAIMEHT BKJIIOYAETCS B TPYIIILY PUCKA 10 COCYIUCTBIM OCJIOKHEHUSM.

2. Ecnu unHnmekc pacuera paBeH + 12 0amuioB, TO CHEMUATUCT CAMOCTOSTEIHLHO
IIPUHAMAET PELICHHE O BKJIFOUEHUH NAlMEHTa B TPYIILY PUCKA [0 Pa3BUTHIO COCYAMCTBIX
OCJIOXKHEHHM, IIPUHMAMAsi BO BHUMaHHWE KIMHHUKO-aHAMHECTHUUYECKUE JAHHBIE, PE3YJIbTaThl
71a00paTOPHBIX MAPKEPOB TPOMOOTUUECKON TOTOBHOCTH.

OtoOpaHHbIE MallUEHTHl B TPYIIY PUCKA MO Pa3BUTHUIO COCYAUCTBIX OCIOKHEHHN
OepyTcs Ha AMCIAHCEPHBIM YYeT MEeAUaTpoM, Y3KHM CIEHUAINCTOM (T€MaToJIoroM),
BHOCATCSL B PETHMOHAJIbHBIA PETUCTP € TMOCIEAYIOUMM OOCIIEOBAaHUEM U TPOBEACHUEM
VH/IMBU1yaJIbHBIX MEPOIIPUATUI EPBUYHON NPOPUIAKTUKH.

C uenbto oKa3aTeTbHON 3HAYMMOCTH IMTPOrHOCTHYECKOM TaOUIIbl ObLITH PACCUUTAHBI
BEJIMUMHBI UyBCTBUTEIILHOCTH, CIIELU(UUHOCTH, POrHOCTHYECKON 3HAUMMOCTH MPU3HAKOB
JUIL TIPOTHO3UPOBaHMWSI M OTOOpa JeTed B TPYIIY pPHUCKAa MO Pa3BUTHIO COCYIUCTBIX

OCJIO’KHEHH Ha (hoHE MPOsABIEHUI KpoBOoTOUMBOCTH (Tabmmua 48).

Tabnuna 48 — IleHHOCTh MPOTHOCTUYECKOM MIKABI JJisi 0TOOpa MAIllMEHTOB B TPYIIITY

PHCKa 0 Pa3BUTHIO COCYAUCTBIX OCJIOKHEHUIN

. IIpornocTuueckas
[IpornocTrueckuii
Nori/mm UyscTBUTeNbHOCTH | CrielIu()UIHOCTD 3HAYMMOCTh
MIPU3HAK
MpU3HaKa
1 2 3 4 3)
Hacnencreenusi
. zflzxgz;“ec”“ 12,46 98,26 94,87
(8,93-16,76) (93,86-99,79) (81,92-98,69)
(MHCYTBTHI,
nHpapkTel, TUA)
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1 2 3 4 5
2 | Kugos 19,87 95,65 92,19
(15,48-24,86) (90,15-98,57) (82,93-96,63)
3 ['unepmMoOuIBHOCTH 5,05 99,13 93,75
CyCTaBOB (2-85-8,19) (95,25-99,98) (66,71-99,12)
4 | [InockocTormnue 9,09 97,39 90,00
(6,08-12,95) (92,57-99,46) (73,57-96,68)
5 Bunumass BeHO3HAs 10,10 96,52 88,24
ceTh (6,92-14,11) (91,33-99,04) (72,99-95,42)
AHomanuu
6 | mpope3sIBaHUs 16,84 91,30 83,33
(12,76-21,59) (84,59-95,75) (72,42-90,49)
3y00B
, Eﬁ;’g‘;m 11,78 94,78 85,37
(8,35-16,01) (88,99-98,06) (71,60-93,10)
KJIamaHa
8 [Tatomorust oprana 35,69 87,83 88,33
3peHUs (30,24-41,43) (80,42-93,18) (81,91-92,68)
9 31,52 81,93 65,91
ITGAZ 807 TT (22,23-42,04) (71,95-89,52) (52,77-76,98)
10 66,30 64,35 59,80
PAI-1:(-675) 4G4G (55,70-75,83) (54,88-73,06) (52,79-66,44)
11 | PAI-1:-675 4G/AG+ 54,35 74,52 55,56
F7:1097 G/IG (43,63-64,78) (66,96-81,13) (47,42-63,41)
12 | PAI-1:-675 4G/AG+ 16,30 96,18 71,43
F7:1097 G/A (9,42-25,46) (91,87-98,58) (50,13-86,15)
13 | PAI-1:-6754G/4G + 40,22 83,44 58,73
F13:Val34Leu G/G (30,12-50,96) (76,68-88,89) (48,06-68,64)
14 | PAI-1:-6754G/4AG + 41,30 90,45 71,70
F13:Val34Leu G/A (31,13-52,05) (84,73-94,55) (59,63-81,29)
15 | PAI-1:-675 4G/4G+

F7:1097 G/G+ F13:
Val34Leu G/G

32,61
(23,20-43,18)

84,71
(78,11-89,95)

55,56
(43,83-66,69)




[Tpogomxenne Tabauisl 48

126

1 |2 3 4 5
16 | PAI-1:-675 5G/4G+ 17,39 94,27 64,00
ITGA2:807 T/T (10,28-26,70) (89,40-97,35) (45,02-79,42)
17 | PAI-1:-675 4G/4G+ 14,13 94,27 59,09
ITGA2:807 T/T (7,74-22,95) (89,40-97,35) (39,12-76,45)
18 | PAI-1:-675 4G/4G+ 17,39 92,99 59,26
ITGB3:1565 T/C (10,28-26,70) (87,81-96,45) (41,37-74,99)
19 | PAI-1:-675 4G/4G+ 28,26 87,90 57,78
MTHFR:677 C/T (19,36-38,61) (81,75-92,55) (44,55-69,98)
20 | MTHFR:677 C/T+ 33,70 82,17 52,54
MTHFR:1298 A/IC | (24,17-44,30) (75,27-87,81) | (41,59-63,26)
21 | MTHFR:677 C/T+ 27,17 85,35 52,08
MTR:2756 A/G (18,42-37,45) (78,83-90,48) (39,63-64,29)
22 | MTHFR:677 T/T+ 5,43 99,36 88,33
MTRR:66 G/ G (1,79-12,23) (96,50-99,98) (37,23-97,68)
23 | IloBBIIIIEHHBIN 19,87 93,04 88,06
ypoBeHb J[-aumepa (15,48-24,86) (86,75-96,95) (78,44-93,73)
24 | IloBBIIIIEHHBIN 38,05 96,52 96,58
ypoBeHb POMK (32,50-43,83) (91,33-99,04) (91,43-98,68)
25 3:;:;“:“““ 4,04 98,26 85,71
prGpuHoreHa (2,10-6,95) (93,86-99,79) (57,70-96,35)
26 | IloBbIIIIEHHBIN 12.46 9478 86.05
YPOBCHD (8,93-16,76) (88,99-98,06) | (72,79-9343)
rOMOIIMCTENHA

ITIpumeuanue: Z — cratuctuka;, 95% — JI1 (moBepuTeNbHBINA HHTEPBAI).
2

Tabnuna 48 neMoOHCTpUpPYET, 4TO HauOoJIee YyBCTBUTEILHBIMU MTPU3HAKAMHU JIJISI
BKJIFOUCHHUS J€Tel B TPYIIy pPHUCKA IO COCYIUCTBIM OCJIOXHEHUSM SIBUIHCH
romo3urotHeiid renotun 807 TT rena ITGA2 (Se=31,52%; 95% JU: 22,23-42,04),
penkuit renorun (-675) 4G4G rena PAI-1 (Se= 66,30%; 95% JIM: 55,70-75,83); reH-
reHHeie accounanuu momumopdusmos PAI-1: -675 4G/4G+ F7:1097 G/G (Se=54,35%;
95% J1U: 43,63-64,78); PAI-1:-6754G/4G + F13:Val34Leu G/A (Se=41,30%; 95% JIU:
31,13-52,00). BeisiBIeHO, YTO BBICOKAaS YYBCTBUTEIBHOCTH OIpPEACISAIACh TIPH

KIIMHAYECKUX TPOSBICHUAX TreMopparudeckoro cunapoma (S5e=79,80%; 95% JU:
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74,78-84,22). Cpenun ¢eHOTUNIMYECKUX TMposBIeHUN  HenuddepeHpoBaHHON
JUCIIa3UH COSAMHUTEIHHON TKaHU HAanOOJNbIask YyBCTBUTEILHOCTD OMPEEsiach JIs
naToJIoruu opraHoB 3peHust (Se=35,69%), kudosza (Se=19,87%). Wccnemyemsbrit
nokasartelb crenuduanoctu konedancs ot 81,93% (95% JAU: 71,95-89,52) nns Hmzg
redotumna 807 TT rena ITGA2 no 64,35% (95% JAU: 54,88-73,06) Hmzg renotuna (-
675) 4G5G rena PAI-1. Haubonee crenuduyHbIM IPU3HAKOM SBHIIACH KOMOMHALIHS
nomumopduzmoB MTHFR:677 T/T+ MTRR:66 G/G — 99,36% (95% JIU: 96,50-99,98),
U3 TposiBlieHUd HeauPpepeHIIMPOBAHHON JUCIJIA3UA  COCAUHUTEIBHOW TKAaHU —
TUIIEpMOOHIBLHOCTD CycTaBoB (Sp=99,13).

HNuTtepecen TOT (hakT, YTO MPOTHOCTHYECKAS 3HAUYUMOCTH TOJOKHTEIHLHOTO
pesyabrara +PV Obuia 3HauuMa 11t romo3urotHoro renotumna 807 TT rena ITGA2
(tPV=65,91); nns romosurotnoro redorumna (-675) 4G5G rena PAI-1 (+PV=59,80).
Cpenu TeH-TEHHBIX acCOLMalUi MaKCMMallbHas MPOTHOCTUYECKAss 3HAYUMOCTh
npu3Haka Obuta BeisiBiieHa cpenn MTHFR: 677 T/T+ MTRR: 66 G/G (+PV=88,33).
Bmecte ¢ TeMm, MpOTHOCTHYECKAs 3HAYMMOCTh BEPOATHOCTH Pa3BUTHA 3a00JICBaHHS
Obl1a 3HauMMa U i1 HeAuddepeHIIMPOBAaHHOM JUCIUIA3UU COCTUHUTEILHOM TKAHMU:
kudo3 (+PV=92,19), runepmoOunbHOCTh cycTtaBoB (+PV=9375), mnnockocronue
(+PV=90,00), »xxuMO03bI, METEXHH, HOCOBBIC KpoBoTeueHus (+PV=97,93); Buaumas
BeHO3Has ceTh (tPV=88,24), anomanuu mpopesbiBanus 3y60B (+PV=83,33), npomanc
MuTpaigbHoro kiamana (+PV=85,37), natonorus oprana 3penus (+PV=88,33). Cpenu
Ja00paTOPHBIX  JIAHHBIX  HAWOOJNBINEH IPOTHOCTUYECKOW IIEHHOCTHIO  OOJagan

noBbIlIeHHbIH ypoBeHb POMK (+PV 96,58).

Pe3rome

Taxum 00pa3oM, B TaHHOM pa3zelie MpeAcTaBieHa METOAKa 0TOOpa MalieHTOB
C HaJIUYMEM TMPOSIBICHUI KPOBOTOYMBOCTH B TPYNIYy pPHUCKA IO COCYIUCTHIM
OCJIOKHEHHSIM. JloKa3aTeabHO YCTAHOBJEHO HAMYWE y MAlMEHTOB C IpU3HAKaMU
KPOBOTOUMBOCTH JMATHOCTUYECKU 3HAUYUMBIX (PAKTOPOB pHCKA, KOTOPbIE MOTYT

CHOCOOCTBOBATh peAIM3allii COCYJUCTBIX OCJIOKHEHUH. B pesynbraTe mpojesaHHbIX



128
pacdyeToB chOpMHpOBaHA MPOTHOCTUYECKAs TAOIUIA, KPUTEPHH KOTOPOH TMO3BOJISIOT
oTOOpaTh MAlMEHTOB B TPYIIY PHUCKA MO COCYIUCTHIM OCJIOKHEHUSM CpeIu ACTEH,
UMEIOIIUX TPU3HAKK TeMOpparuyeckoro cuuapoma. Tabmuna oOnagaeT OOJbIION
CTCTICHBIO  CNENU(PUIHOCTH, YMEPCHHBIMA BEIMYMHAMU YYBCTBUTEIHLHOCTH U
JMAarHOCTUYECKOW 3HAYMMOCTH TMOJIOKUTEIBHOTO PE3YNIbTaTa, KOJIMYECTBO HEBEPHBIX

pe3yIbTaTOB MOXKET COCTABIIATH He Oosee 5%.
Huwxe mpuBeneHsl mnpuMepbl MNPUMEHEHUS MPOTHOCTUYECKON TaOMUIBI C
MOJICYETOM JAMArHOCTUYECKOTO KOd(puimeHTa TpoMOOTEHHOTO pUCKa Y JeTel yKe CcO
CBEPIIMBIIMMUCS TPOMOOTUYECKHUMH COOBITUSAMHE, Y KOTOPBIX OTMEUAIOCh MTPOSIBICHHE

TreMopparndcCKoro CHHapoma

Kaununveckuii npumep Nel

PeGenok K., 12 mer moctymuna B mpuemubiii mokod KI'BY3 «AKKIIOMJI»
r. bapnayma c¢ ’xamo6aMu Ha BIEpPBbIE BO3HUKIIUN SMH307 HapyIICHUS 3pEHUS,
BBICOKOMHTEHCUBHYIO MYJbCUPYIOIIYIO TOJIOBHYIO 0OJb B MPaBOM BUCOYHO-TEMEHHOU
00JIaCTH, CHW)KCHHSI CHJIbl B JIEBBIX KOHEUYHOCTSX, ada3uio, TONIHOTY, ABYKPATHYIO
pBOTY, (hoHODOOHUIO.

ITo nmamubIM anHamHe3a, 3aboneBanus 22.12.2023 r., mo npuxomy AOMOH H3
Kokl okosio 17:30 modyBcTBOBasia ce0si HEXOPOIO, CTaja OTMEYaTh HApPYIICHUS
3peHHus ClieBa, MOSBJICHUS TOJOBHOW O0JiM, 3aTeM clabOCTh B BEPXHHUX W HHUKHUX
KOHEUHOCTSX CJIeBa, HApPYIIEHHUS pPEYH, HE MOTJia YEeTKO (DOPMyIMpPOBATH MBICIb,
UCIIBITHIBAJIa YYBCTBO CUJILHOTO OECIOKOMCTRA, TIIaKalia, KajJoBajaach Ha TOITHOTY.

Bpuranoii ckopoit menuiimHckoi nmomoiu Obuta goctaBieHa KI'bY3 BCMIT Nel r.
bapnayna, Bo BpeMmsi TPaHCIOPTUPOBKA OTMEYAJIOCh JIBA 3IM30/1a PBOTHL, IMOCIE YEro
HACTYIIJIO HEOOJBIIOE YIYUIIIEHUE COCTOSHUS, TOJIOBHAsI O0JIb CTajla MEHEE BBIPAKECHHOM.
B npuemHOM MOKOE 0CMOTpEeHa HEHPOXUPYPIOM, TIO0 Pe3ysibTaTaM OObEKTUBHOTO OCMOTpA
OBLT BBISIBIICH JICBOCTOPOHHHMI TeMHUIIape3 C MOCTENeHHON perpeccreii. C mpOTHBOPBOTHOM
1eNbl0 ObuTa cenana uHbeKims Metokinonpamuaa B/M Nel. IIposeneno MCK rosoBHOTo
Mo3ra, o ooOciemoBaHusM AaHHBIX 3a 3UMT Her. s JanbHEHIIEro OOCIIEIOBAaHHUS H

neuenus Owuta nepesenieHa B [IHO KI'bBY3 «AKKIIOM/I» r. bapnayina.
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[Tpu cOope anamHe3a KU3HHU YJAIOCh YCTAHOBUTH, UTO y peOCHKA MEPUOTUIECKU
OTMEYAJINCh AIHU30/Ibl HOCOBBIX KPOBOTEUYEHUMN IOCIE WHTEHCUBHBIX YMCTBEHHBIX W
bu3MYecKuX Harpy3oK, JECHEBbIE KpPOBOTCUYEHMS] NpPH YHUCTKE 3yOOB W HaJIU4Me
HKXHUMO30B MO HUKHUM KOHEYHOCTSIM IOCJIE HE3HAUUTEIHHOU TpaBMaTHU3aIUH.

[To naHHBIM ceMeMHOro aHaMHe3a ObLJI0 YCTAHOBIIEHO, YTO JIEYIIKa JIEBOYKHU 110
OTLIOBCKOW JIMHUH YMEP OT T€MOpParun4eckoro HHCyJbTa B Bo3pacte 54 roza.

JlanHbpIe OOBEKTUBHOIO OCMOTpPA peOEHKA MPHU MOCTYIUIEHUN B MPUEMHBIN MTOKOM:
cocTosiHUE cpenHeld crteneHu Tsbkectu. Co3HaHue y peOeHKa sCHOe, JAeBOYKa
KOHTaKTHa, MPHU OlleHKe mo mmkane ['masro — 15 OamnoB, peub mpaBuibHas. Yepen
npaBuiIbHOM (QopMbl, 0e3 nedopmanuii U 0e3 NMpU3HAKOB TpaBMarTu3aluu. | na3Hble
menu D=S, nro3za Bek He Habmomaercd. 3paykd AUaMETpOM 3 MJ, OJMHAKOBOTO
pasmepa, peaklusi y Hee Ha CBET MpsAmMasi, COAPYKECTBEHHAs, IBUYKCHHUS TJIa3HBIX SI0JI0K
HE OrpaHW4YeHbl, HHcTarmMa HeT. [lambpmanmus TOYEK BBIXOJA TPOMHUYHOTO HEpBA
6e300sie3HeHHA. JIUIleBbIe CKJIAJKKW B MOKOE W IMPHU BBIMOJTHEHUH MUMUYECKHUX IMPOO
cuMMeTpuuHbl. CTiIaXX€HHOCTU HOCOTYOHOMU U JIOOHBIX CKJIaJ0K HET, CBUCAHUs yTIJia pTa
He oTMmeudaercs. HeOHbIN U TIIOTOUYHBIN pediiekC OKUBIEHBI. [J0TaHHE COXpaHEHO.
SA3bik 1o cpenHel yuHUU. [lOBEpXHOCTHAsT YYBCTBUTEIBHOCTh HAa CHUMMETPUYHBIX
ydacTkax Tena He HapymieHa. [lomHbiii oO0beM HBMKEHHM CycTaBoB pyk. O0bem
AKTUBHBIA JBIKEHUW B TOJICHOCTOMHBIX, KOJICHHBIX, Ta300€IPEHHBIX CYCTaBOB HE
OorpaHWyYeH. MBIIIEUHBIA TOHYC B BEPXHUX W HWKHUX  KOHEUHOCTAX
yIOBIETBOPUTENbHBINA. CHiia MBI B pyKax: cieBa — 3 Oaia, cipaBa — 5 0ajlioB, B
Horax S OamnoB. Pednekcel xuBble. [lupamuaHbie 3HAKKW OTpHUIIATEIbHBIC.
MeHuHrnaibHblE CUMOTOMBI OTpULIATENbHEIE. [ UniepkeHe3eB HeT. [I9TouHO-KOJIEeHHYI0
npoOy BBITIONHAET camocTosiTenbHO. [lo3a Pombepra He ycTaHaBiaMBajgach BBUIY
CHJIBHOT'O 00JIEBOTO CHHJIPOMA CO CTOPOHBI TOJIOBBI.

[To mannHBIM MabopaTtopHOro oocnemosanus: Hb —132 r/m, Dp. — 4,44)(1012 /m, Tp. —
288 x10%/1, Jleik-T1 — 13,1x10%1, popmyma: CKOPOCTE OCETAHHS IPUTPOLITOB — 2 MM/HaC.

buoxumudeckoe uccnenoBanue KpoBu: obmmii Oemoxk — 71,3 1/, OunupyOuH
obmuit — 8,1 MKMOJB/1, ipssMori — 1,7 MKMOJIB/JI, HepssMor — 6,7 MkMoab/1, AJIT —

18,4 ME/n, mxmounb/n, ACT — 28,3 ME/n, kpeatunu — 56,6 MKMOJIB/JI, TJII0K03a — 6,9



130
MMOJIB/JI, MOYEBHUHA — 2,5 MMOJIb/JI, Kaubluid — 2,5 Mmmoub/i, Gochop — 1,6 Mmoo/,
menovdas ¢pocdaraza — 259,9 En/n, I'T'T — 10,4 En/n, JIAL — 236,8 En/n, marauii — 0,8
MMOJIB/J, Kene30 — 13,1 MkMonw/n, HaTtpuit — 136,7 MMomb/a, Kanuii — 4,26 MMOJIB/J,
xsopunsl — 101,8 mmouns/n1. 'omonuctens — 12,8 MKMOJIB/I1.

HccnenoBanue cucteMsl remoctaza: AIITB — 28,3 cek., IITB — 12,3 cek, /-
aumep — 150 ur/n, MHO — 1,07, TB — 17,2 cexk, ¢ubpunoren — 1,92 r/n, POMK — 45,0
MKT/MJL.

[To naHHBIM UHCTPYMEHTANBHBIX METOJI0B 00cienoBanus: MPT roinoBHoro mosra
— MAaTOJOTMYECKUX U3MEHEHUI TOJIOBHOTO MO3ra M COCYJ0B HE BbIsBIEHO. Buneo D30I
CO CHOM — THIIMYHAS OIWJIENTHYECKas AaKTUBHOCTb HE 3aperucrpuposana. Y3U
BHYTPEHHUX OpraHoB — AuG(y3HO-HEOAHOPOJIHBIE HW3MEHEHUS  CTPYKTYPbI
nomkenynouHon xenespl. JKIT — DO0C BepTUKaIBbHOE NOJIOKEHHUE, CUHYCOBBIM PHUTM,
UCC 68-83 B/mun. OxoKI' — pasmepbl kamep cepAlla M TOKazaTtenud oOIen
COKpPaTUMOCTH JIEBOTO KelyJaouka B mpenesiax HOopmbl. @B — 73%. MunumanbHas
MUTpalibHass W TpukycnuaanbHas peryprutamus. YCC — 75 yn/mun. [lymuiekc
OpaxuoriegaibHbIX COCYJOB — aCHMMETPHUSl MHUKOBOW, CHUCTOJMYECKOW CKOPOCTH
kpoBoToka B [TA, S>D. IloBbIieHNE TUKOBON CHCTOJIMYECKONW CKOPOCTH KPOBOTOKA B
3MA cneBa. [loBbiieHne cocyauctoil pesucteHTHocTH B IIA cmpaBa, 3MA cresa.
CMA c ob6enx ctopoH. [loBbillieHne CKOPOCTHBIX MOKa3aTenei B BeHax Po3eHrans, 4yTo
MOXET OBbITh MPU3HAKOM BHYTpUUEpenHoW rumnepren3uu. OcMoTp odTambMoiora —
aHruonarus rno cmemanHomy tuny OU, ITMHA.

[Ipu npoBeneHNU JOMOJHUTEIHHOTO 00CIEI0BAHUS HA BHISIBIICHUE T€HETUYECKUX
noJuMoppu3MoB TpoMOopuiInK, (HepMEHTOB IeHOB (pojaTHOro MeradosiM3ma ObLIO
BBISIBJICHO HOCHUTEIHCTBO T€TEPO3UTOTHBIX MYTaIlHil cebMOro (hakTopa, TPUHAIIATOTO
dbakTopa, wuHTerpmHa anb(da-2, wuHTerpmHa Oeta-3, MeTtmieHTteTparuapodonar-
penykrasel 677, NaTOJOTMYECKHMX TOMO3UTOTHBIX MYTallUd METUOHUH-CUHTA3bI-
penykTa3bl 66 1 HHTHOMTOpPA TKAHEBOTO aKTUBATOPA IIA3MUHOTEHA TIEPBOTO THIIA.

Jlnarsos: ocTpoe HapylIeHHe MO3roBoro kpooooOpaiienus no tunny THA 8 CMA
cupara (ot 22.12.2023 r.). lledanruuecknii cunapom. [Ipuxonsimuii MoHOMapes3 cieBa.

Tpombodunus, oOycmoBIeHHAasT HOCUTEIBCTBOM TIe€TE€pO3UTrOTHBIX MyTamuii F7, F13,
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ITGA2, ITGB3, MTHFR 677, natonorudaeckumMu roMo3uroTHpiMu MyTarusimu MTRR
66 u PAI-1.

Pexomennanuu:

- KOHTPOJIb YPOBHS TOMOILIMCTENHA Yepe3 3 Mec.

- TMpUeM TMpenapaToB: MHO3WH + HUKOTHHaMHuA + pubodiaBuH +sHTapHas
kuciora o 1 Tab. 1 pa3 B 1eHp B TeueHue 1 mec.

- MAPUIOKCUHA THAPOXJIopu I 4 Mr + osmeBast KucjaoTa 5 Mr + ruaHokoOamaMuH
6 MkT + 1 Tab. 1 pa3 B CyTKu B TeueHHe 3 Mec.

Ha ocHOBaHUM MOTyYEHHBIX JAHHBIX ObLI IPOU3BENICH PACcUYeT MPOTrHOCTUYECKOTO

kodpdunnenta (Tabnuua 49).

Tabnuua 49 — [IporaocTuyeckuii pacyeT NpU3HAKOB

IIpornocTuueckmit
Ne /i IIpornocTuuecknii mpU3HaK
koahunrieHT (6aIb)
HacnencreeHHbii TPOMOOTHYECKUI
1 9 6amioB
aHamHe3 (MHCYNIbThI, HHGapKThl, THA)
2 [ToBbIIIEHHBIN YPOBEHb TOMOLIMCTENHA 4 Ganna
3 [ToBbiieHHBIN ypoBeHh POMK 10 6amnoB
4 [TaTonorus oprana 3peHus 2 Oanna
5 PAI-1(-675) 4G4G 3 OaIsI
Cymma 6aiioB 28 OamioB

PeGeHok oTHECEH B IPYIIITY PUCKa MO COCYIUCTHIM OCIOKHEHUSIM.

Kaununveckuii npumep Ne 2

Hesouka X., 13 ner, oOpaTunach Ha aMOyJIaTOPHBIA MPUEM K Bpayy-reMaTosory
C XKajobaMM Ha HOCOBbIE KPOBOTEUEHHMS, MJUTENbHbIE, OOWIbHbIE MaTOYHBIC
KPOBOTEUEHHsI B IIEPHOJ MEHCTpyalabHOro uukia. Ilocie mnepeHeceHHOro smnusona
OHMK npucoeaMHUINCH 5Kaj00bl Ha TOJIOBHBIE O0JIH, MIJIOXYIO YCIIEBAEMOCTh B IIKOJIE,

OBICTPYIO YTOMIISIEMOCTb.
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[lo nanHbIM aHamHe3a 3a00JI€BaHMS: HOCOBBIE KPOBOTEUEHHUS OECHOKOWIHU C
IIepuoAa PAHHETO JETCTBA, NPOBOLMPOBAINCH HE3HAUYUTEIBHOM TpPAaBMAaTHU3ALUEH,
CJIIM3UCTON 000JIOUKM HOCa Ha (poHe Tu1ava uinu pusmdyeckoit aktuBHOCTH. [losiBneHue
HKXHMMO30B Ha HUKHUX KOHEUHOCTSX OTMEUAIUCH MPU MHUHUMAJIBHBIX MEXAHUYECKHUX
BoznericTBusx. [lo pocTmwkenuto mybepratHoro rmepuona (B Bo3pacte 12 7er)
MPUCOCIUHUINCE, OOWIbHBIE U JIIUTENIbHbIE MaTO4YHble KpoBoTeueHus. Okoso 9
MECAILIEB Ha3aj CTalla )KaJIOBAThCS HA CUJIbHBIE TOJIOBHBIE OOJIM, TOIIHOTY, TOBTOPHYIO
PBOTY, Ha HapylICHUE MOXOAKH, HAPYUICHUs JBUKEHUW JIEBOM HUKHEW KOHEYHOCTH.
['ociuranusnposana B LIPb, rie nonyyana nedenue no noBOAY MEHUHIUTA, HA 2 CYyTKH
obuta mepeBeneHa B KI'BY3 «AKKIOMJl» r. baphnayma B  oOTaeleHUE
MICUXOHEBpoJioruu, rae Obul BbicTaBiieH auarHo3 OHMK mo Ttumy wumemudeckoro
WHCYJIbTa B 0acceitHe mpaBoi cpeHel MO3TOBOM apTepuH.

[Ipu cOope cemeiliHOro aHaMHe3a YAAJIOCh YCTAaHOBHUTb, YTO y OTLA peOeHKa
OTMEYAIOTCS: HOCOBOE KPOBOTECYEHHE, KPOBOM3IMSHUSA B CKIEpYy IJa3a IOCJe
MocenieHus xKapkoi O0aHu. Y marepu peOeHKa OTMEYArOTCS OOWJIbHBIC U JIJIUTEIbHbBIC
MaTOYHbIE KPOBOTEUECHUS, [JIUTEIbHBIE KPOBOTEUEHHUS TMOCJIE OKCTPAKIMU 3y0a.
Henyiika pebenka ymep B Bo3pacte 47 et 0T TpoMOOIMOOJINH JIETOYHON apTepUH.

JlanHble OOBEKTHMBHOIO OCMOTpa: Ha MOMEHT OCMOTpa COCTOSIHUE peOeHKa
YAOBJIETBOPUTEIBHOE, KOHTAaKTHAas, HAa OCMOTp pearupyer anekBatHo. KoxkHbie
MOKPOBBI YHUCThIE, OJEAHO-PO30BOrO IBETA, HA BEPXHEW YACTU CIHHBI OTMEYAIOTCS
TEJICaHTMOAKTa3uu. [IpUCYyTCTByeT  BBIpaKEHHBI  KuU(O3  TpyaHOTO  OTHENa
NO3BOHOYHMKA. Cnu3uCThle O00O0JOYKM YHCTHIE, BJIaXHbIE, PO30BOrO  IIBETA.
[lepudepuueckue numparuyeckue y3Jbl He yBeaudeHbl. [Ipu ocMoTpe rpyAHON KIETKU
nedopmarii He 0OHAPY)KEHO, OTMEUAETCS CHUHXPOHHOCTH JIbIXaHUS, 00€ TMOJIOBUHBI
CUMMETPUYHO YYaCTBYIOT B aKT€ JbIXaHHs, OOJE3HEHHOCTH NpH MNalblallud HE
BbIsABJIEHO. [Ipy mpoBeAeHUM CpPaBHUTEIBHOM MEPKYCCHM JIETKUX MO AEBATH Iapam
TOYEK BBICIYLIMBAETCS SICHBIM, JIETOYHOM OTTEHOK INMEPKYTOPHOro 3ByKa. [lo maHHBIM
ayCKyJIbTATUBHOW KapTHUHBI JIETKMX OTMEYAETCS BE3UKYJSIPHOE JIbIXaHHE HAa YPOBHE
BCEX OTJIENIOB, XPUIIbI HE BhICITyIIMBatoTCs. [Ipy npoBeneHNn ayCKyIbTallMu cepla mno

OCHOBHBIM TOYKaM TOHbLI PUTMHWYHLIC CpeﬂHeﬁ 3BYYHOCTH, IMATOJIOTUYCCKUC IIYMBI HE
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BbICTyIIMBAIOTCA. [Ipu mpoBeneHMHM NOBEPXHOCTHOW UHPKYJISAPHOM MNaJIbIAlUU
OOJIC3HEHHOCTH KUBOTa HE OTMEUACTCs, MEUYEHBb MAaJbIUPYETCS MO HIKHEMY Kparo
pebepHoit nyru, kpaii ee 6e3 ocobeHHocTel. CeneszeHka He manbnupyercs. CTyn u
MOYEHCITYCKaHNE HE HAPYIIICHEI.

JlanHbIe JTa00pAaTOPHBIX METOAOB 00OcienoBaHusA. Pe3ynbpTaThl 0O0Iero aHaausa
kpoeu: Hb — 126 r/a, Dp. — 4,5)(1012 /n, Tp. —258 XlOg/J'I, JIeUK-ThI — 5,6X109/JI.
CkopocTh oceaHus 3PUTPOIIUTOB — 6 MM/4ac.

buoxumudeckoe wmcciegoBaHue KpoBHU: oOmmii Oenmok — 68,5 1/1, OumupyOuH
obmuit — 10,5 MxMonw/1, ipsiMoit — 2,4 MKMOJb/J, HepssMon — 8,1 mxmoub/im, AJIT —
21,2 ME/n, mxmone/n, ACT — 25,3 ME/n, kxpeatuaun — 60,2 MKMOJIB/JI, TJIFOKO3a — 5,2
MMOJIb/JI, MOYeBHHA — 3,7 MMOJB/J, Kaublui — 2,2 MMonb/i1, dochop — 1,4 MMoIb/,
menouras pocdaraza —215,4 En/n, I'T'T — 10,2 En/n, JIAL — 224,4 En/n, marauii — 0,8
MMOJIB/I1, Kene3o — 14,1 Mxmonw/n, HaTtpuit — 132,5 MmMomw/a, kanuid — 4,10 MMoutb/i,
xaopuasl — 105,4 mMonw/n. 'omoruerenH — 18,5 MKMOJIB/J

UccnenoBanue cucremsl remoctasa: AIITB — 36 cek., IITB — 12,7 cek., JI-numep
— 191 ur/n, MHO - 0,9 TB 19,7 cek., dubpunoren — 3,2 /i, POMK — 12 Mxr/mi.

Arperauusi TPOMOOLIMTOB C PA3IMYHBIMHA MHIYKTOPaMU: C afpeHannHoM 55%, ¢ AJ1D
43%, xomnareHoM 54%, ¢ puctomuimHOM 62%, ypoBeHb (pakropa Bueopanaa 84%.

JlaHHBIE MHCTPYMEHTAJILHBIX METOI0B 00CIICIOBAHMS.

Hymnekc OpaxuornedanbHBIX COCYIOB C TOBOPOTHBIMH MPOOAMH: HapyIICHUE
X0Jla TPaBOW BHYTPEHHEW COHHOW apTepuu, HApyIIeHUs Xoaa oOied MO3BOHOYHOU
aprepuu. Manblid 1uaMeTp JeBOM MO3BOHOUHOM aptepuu. I[loBOpOTHBIE TPOOHI
orputiatenbHbie. TJK ¢ geTexumeit MUKpOIMOOINYECKUX CUTHAJIOB.

MPT romoBHOTO MO3ra: ymepeHHas ruaponedanus, S-oOpa3Has H3BUTOCTH
npaBoit BCA. Hapymienne xona o6eunx [TA. Mansiit nuametp seBoii [TA.

Rg HIOII: mucmnasusi, HectabmibHOCTh B cermente C1-C2, martonmoruyeckas
MOABIKHOCTE B cermMeHTe C2-C3, C3-C4.

OcmoTp odrampmoiora: AHTHONIATHS CETYATKHU OJIFDKE K TUTICPTOHUYCCKOMY THUITY.

[Ipr mpoBeneHNH TOMOJHUTEIILHOTO O0C/ICOBaHUS Ha BBISBICHHE TCHETHUYCCKHUX

NOIUMOPPHU3MOB TPOMOODWITMH U (PEePMEHTOB (DOJIATHOTO IMKIIA BBISBIECHBI CIIETYIOIIHE
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¢axropsl TpomOorenHoro pucka: FGB (rereposurornas mytammsi), [ITGA2 (rereposzuroras

mytaiusi), MTRR (rereposurotHas mytauusi) PAl | (maronmorvueckass romMO3uroTHas
MYTAaLIHsL).
Jlnarnos: KauecTBeHHbIE neEeKThI TPOMOOLIUTOB. Tpombodumnus,

oOycnoBienHnas wmytarued B reHax FGB, ITGA2, MTRR, PAIl |. Nmemudeckuii
WHCYJILT B aHamHe3e 25.04.23 r. AHTHONATHs CETYATKU OJIMKE K THIEPTOHUYCCKOMY
TUITY.

Pexomennanuu:

- HCKJTFOYHTH U3 JICUCHUS: Upareram, gyieram, dhesam, HITBII.

- UCKJIIOUUTD U3 MTUTAHUS YKCYCOCOIEPIKaIE MPOAYKTHI.

- MUPUIOKCUHA THAPOXIOpU 4 M + (hoameBast KUCJIOTa 5 MT + IIMaHOKOOAIaMUH
6 Mxr 1 p. B 1eHb 1 mec.

- HaOJIroICHUE y remMaToliora 2 pasa B TO/I.

Ha ocHOBaHuM MONTyYeHHBIX JaHHBIX ObLI IPOU3BENICH pacueT MPOTHOCTHYECKOTO

kodpdunuenta (Tabmuua 50).

Tabnuua 50 — [IporHocTuyeckuii pacyeT NpU3HaAKOB

[IpornocTuuecknii
Ne /i [IpornocTuueckuii mpu3HaKk
kodhurreHT (6an)

HacnenctBeHHbI TpOMOOTHYECKUN
1 9 6annos
aHamHe3 (MHCYNbThI, HHGapKThI, THA)

2 Kudo3s 6 OayioB
3 [ToBbILIEHHBIN YPOBEHb TOMOILIMCTENHA 4 Gamna
4 [Tatonorust oprana 3peHust 2 Oamna
5 PAI-1(-675) 4G4G 3 Gamna
CymmMma 6amioB 24 6amioB

PebGeHok BKIIIOUYEH B IPYIIY PUCKA MO COCYUCTHIM OCTIOKHEHUSIM.
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3AK/IIOYEHUE

HedekTsl CcBepThIBAaHUS KPOBHU, INEpeNalolIdecss IO HACIEACTBY, HW3BECTHBI
COBPEMEHHOW MEJMILHMHE YK€ JOCTaTOYHO MHOIO BpeMeHH. Pa3BUTHE IIIUTENbHBIX,
OTMACHBIX JJIS KM3HU KPOBOTEYEHHUH — ATO pe3yJbTaT UX aKTUBHOTO B3aUMOJICHCTBUSI.
OTtedecTBEeHHBIE U 3apyOEKHbIC YUEHbIE CTajJd aKTUBHO oOpaliarh CBO€ BHUMaHHE Ha
pa3nuyHbIe OTKJIOHEHWS B CHCTEME I'€éMOCTa3a JIMIIb JBa IMOCIEAHUX JECATUIICTHS.
[laTomoruss B cuUCTeME€ TeMOCTa3a HEPEAKO JaeT pa3jHYHble TPOMOOTHYECKUE
ocnokHeHUs. B mporecce wuccienoBaHusi 3ToM MpoOJIEMbl yUEHbIE OOHAPYKUIU
3HAYUTEJILHOE YBEJIMUYCHHE TMPUKU3HEHHOTO 3aKPBITUS KPOBSHBIMHU CT'YCTKaMU
apTepHaIbHBIX U BEHO3HBIX cocynoB [106; 165; 199].

I'emopparnyeckuii CMHAPOM — OIIACHBIM MPU3HAK, HECYLUIMH MNOTECHUMAJIBHYIO
yIpo3y sl KU3HUW TAlMEHTAa, TaK KaK MOXET SIBIATHCSA MPOSIBJIEHUEM CEPbE3HBIX
3a00JIeBaHUN M 4Yallle BCEro acCOLUUPYETCS C CUCTEMHBIM 3a00JIEBaHUEM KPOBU WIIU
NaTOJIOTHEN CBEPTHIBAHUS, HAIPUMED, C JIEHKO30M WUJIU TeMO(HIIHEH.

[louck u BBISBICHUE JOMOJHUTEIBHBIX (DAKTOPOB pUCKA Yy JETEH MO3BOJIUT
CHU3UTH CIy4yau KPOBOTOUMBOCTHU U B OYyyIllEM MOBBICUTH KaY€CTBO KU3HHU.

Llenb ucciaenoBaHusi: YCTAaHOBUTH KIMHUYECKHE M J1AOOPATOpHbIE OCOOEHHOCTU
reMOpparuyeckoro CHHJIpOMa y JE€Ted IpU  HOCUTEIBCTBE  T'€HETHYECKHX
NPOTPOMOOTHYECKUX  MOJUMOPPU3MOB U  ONPEAECIUTh HMX IPOTrHOCTHYECKYIO
3HAYMMOCTH B PEAM3AIIUU COCYUCTHIX COOBITHH.

JIns MOCTWKEHWST TOCTaBJIEHHOW Ienu ObuUio oOciienmoBaHo 422 pebeHka ¢
MPOSIBICHUSIMU KPOBOTOUHUBOCTU IO MUKPOIMPKYIATOPHOMY pycily B Bo3pacte ot 0 10
18 net (cpemuuii Bo3pact — 11,8+4,74), u3 Hux manpuukoB — 287 (68%), neBouek — 135
(32%). I'pynmy xouTposist coctaBuiu 115 mererr (cpeanuit Bozpact — 1243,25) 6e3
NPU3HAKOB KPOBOTOUMBOCTH M3 HUX: ManbuukoB — 61 (53,0%), neBouek — 54 (47,0%),
COMOCTAaBUMBIX TIO TIOJTY, BO3PACTY, UCCIENYyEMOMY KOHTHHTEHTY OOIbHBIX.

Kputepusimu BKIIOUCHHS B OCHOBHYIO TPYNNY SIBUJTUCH:

1. Hannurie B aHaMHe3€ MPOSIBIICHUM reMOpParnueckoro CUHIpoOMa.

2. OTATOIICHHBIN HACIEICTBEHHBI TPOMOOTHUECKUI aHAMHE3.
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3. OTcyTCTBHE BPOXKICHHBIX (MM OHKOJIOTUYECKHX ) 3a00JICBaHHIA.

4. OTcyTCcTBUE TpUEMa JIEKAPCTBEHHBIX MPENapaToB, BIMSIONIUX HA COCTOSHUE
reMocTas3a.

5. Bozpact ot 1 g0 18 ner.

6. udpopMupoBaHHOE coTjlacue poJauTeseil neTeil u nerel Ha oOcienoBaHue U
00pabOTKy MOJTY4EHHBIX JIAaHHBIX.

Kputepusimu HEBKIIIOUEHUS IBUITUCH:

1. OTcyTCcTBHE KIMHUYECKHUX MPOSBICHUI KPOBOTOUUBOCTH.

2. HeoTAroueHHbI! HACIeICTBEHHbIA TPOMOOTHUECKUI aHAMHES.

3. OTka3 oT 3amoJIHeHHsI JO0OPOBOJIBHOTO HH()OPMUPOBAHHOIO COTJIACHS Ha
00pabOTKy MOJTYYEHHBIX JIAaHHBIX.

4. Bospacrt — crapie 18 ner.

B rpymnmy cpaBHeHHs (KOHTpOJIS) BKJIIOYAIIUCh JETU MPU YCIOBUU 3aOTHEHUS
00pOBOJILHOTO MH(GOPMHUPOBAHHOTO COIJIACHS POJUTENCH JeTed U camux JeTell Ha
y4acTH€ B  KJIMHUYECKOM  MWCCJIEIOBAaHUM  TPU  OTCYTCTBUU  MPOSIBICHUM
reMOpparnyecKoro CUHIpPOMa.

JUisi mpoBeleHUsT JAHHOTO MCCJENOBAHMUS MPOU3BOAMICS 3a00p Marepuala,
KOTOPBIM SIBUJIACH LIEIbHAsA KPOBb. MOJIEKYIIPHO-TEHETUYECKUI aHAIN3 IPOBOJIUJICS B
redetraeckort jabopatopun KI'bBY3 «Jlmarnoctuyeckuii 1eHTp ANTANHCKOTO Kpas»
r. bapnayna. IlpoBeaeHo uccienoBaHue BOCBMHU T€HETUUECKUX MPOTPOMOOTHYECKHUX
noJIMMOPGU3MOB T€HOB (PaKTOPOB CBEPTHIBAHUS KPOBU M UYETHIPEX TeHOB (hPEPMEHTOB
¢domatHoro 1MkiIa. B oOcHOBe aHanmuza JEKUT METON  ailiedb-cHelu(pUuIecKon
MOJIMMEPA3HOM LEMHOW pEeakUWh C WCIOJIb30BaHMEM KOHKypupyronmx TagMan-
30HJIOB.

JIOTIOJIHUTENIPHBIM HEOOXOJIMMBIM MaTE€pUaIOM SIBUJIMCh aMOYyJIaTOPHBIE KapThl
«Uctopuu pa3Butusi peOeHka» 3a0poBbix gAetedt (popma 112/y). Ilpu cbope
uHpopMaMu O MaNWeHTe B JIOMOJHEHHWE K aHaMHE3y M JaHHBIM OOBEKTHBHOTO
OCMOTpa OblIa MCIIOJIb30BaHA aHKETa JJIsi YTOYHEHMS JaHHBIX MeMOpPParudeckoro u
TPOMOOTHUECKOTO aHAMHE30B, a TAK)KE BBISIBIICHUS JOMOTHUTEIBHBIX (PaKTOPOB PHUCKa

HNX pcan3alunu. OL[CHKa COMAaTH4YCCKOIo craryca aeTen npoxojauia 1mo METOJHKC,
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npemnoxennod A. A. bapanmoBeim um H. II. [laGanmoBeim [61]. Jlmsa oreHku
nokazarened kadectBa xku3Hu (KJK) Obul mMCronp30BaH pyCCKOSI3BIYHBIM OMPOCHHK
PedsQL 4.0 [219] nmns Bo3pactHO#t rpymmbl geteit 13—18 ner. Ilpu momormu 3Toi
aHKEThl MOXKHO OLIEHUTH (YHKIIMOHHPOBAHUE CIEIYIOMIMX MapaMeTpoB: (PU3UIECKOrO,
AMOILIMOHAIIBHOTO, COLMAIBHOIO U IIKOJIBHOTO.

[Iporpammuoe  oGecrieuenue STATISTICA 10.0 (StatSoftlnc., CIIA)
UCITIOJIB30BAJIOCh JJII OpraHU3alllK, COPTUPOBKH, aHanu3a AaHHbIX. Tectom [llanmpo-
Yunka mnposepsnach TMIOTE3a O HOPMAIBHOCTH PAaCHpPElIEiICHUS SMIIMPUYECKUX
naHHbIX. OH OLICHMBAET JaHHBIE BHIOOPKU C HYJIEBOM THIIOTE30M O TOM, YTO HAOOp
JAHHBIX pacrnpenesieH HopMmalibHO. 3HadeHue p>0,05 ykaspiBano Ha TO, 4TO HaOOp
JaHHBIX paclpesesieH HopMaibHO, 3HaueHue p Hwke 0,05 yka3biBajo Ha TO, yTO HabOp
JAHHBIX HE pacnpeesnieH HopManbHO. TouHbIM KpuTepuem Puuiepa onpenesnsaioch —
CYILECTBYET JIM CTATHCTHYECKH 3HAYUMMas CBSI3b MEXKIY JBYMs KaTEropuajibHbIMU
IIEPEMEHHBIMM  TIIPM  pacyeTe pPacHpOCTPAHEHHOCTH  AJUIeIeW W TEHOTHUIIOB.
CraTuCcTUYeCKH Z-TE€CT KCIOJb30BAJICS JJISI CPAaBHEHHS M ONPEICICHHUS 3HAYUMOCTH
pa3nyuil B pacnpOCTPAHEHHOCTH F'€HOTUIIOB B MCCIIEAYEMBIX IPYIIAX MEXIY ABYMS
HE3aBUCUMBIMHU BBIOOpKAMHM TpH HAJIMYMK HOpPMalbHOroO pacnpeneneHus. U-tecT
ManHa-YuTHU ObLT UCHONB30BaH ISl ONPEAETICHUS] HAIUYUS 3HAUUTEIbHON pa3HULIbI
MEXIy JBYMSI HE3aBUCUMBIMHU, HECHOPMAJIBHO PAaCIpelIeIEHHBIMU IPYIIIIAMH TaHHBIX.

JUisi  HaxOoXKIE€HUS  JOBEPUTENIbHBIX HHTEPBAJIOB  JIOJE€H  HMCIOJIb30BAJICA
ACHMIITOTHYECKHIT METOJT y2-KBaIpaT ¢ KoppeKImeil HempepsiBHOCTH Metca.

[Ipr oOnEeHKE KOJMYECTBEHHOM CBS3M MEXKAY MNPEANOJaracéMod NPUYMHOW U
MPEANnojJaraéMbIM pe3yJbTaTOM B CIIy4ae YeTbIPEXMOJIbHBIX TAOJIUI] MCIOIb30BAIUCH
otHomenue mancoB (OILl) u otHocuTenbHbIN puck (OP), KOTOpbIE TO3BOJISIA PEIIUTD,
CJIEIyeT JIM MPUHSTHh WK OTBEPrHYTh HYJIEBYIO rUnoTe3y. B cBoel npocteitiiein popme
OLICHKA OTHOIIEHHS IIIAHCOB M OTHOCHUTEJIBHOTO pPHCKA 3aKJIFOYAach B TOM, 4YTO
HyneBas runore3a HO: OR=1 mmu6o RR=1. Jlns oOLEHKM YyBCTBUTEIBHOCTH,
cnenu(UYHOCTH W TMPOTHOCTUYECKOM 3HAYMMOCTH KaXKJOTrO TMpU3HAKa TaKkKe

UCITIOJI30BAIMCH YETHIPEXIIONbHBIC TAOIUIBI ¢ ydeToM pekomenmammii [148]. Pacuer
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OCYILIECTBIISICS C MOMOILBIO IIPOrPaAMMHOIO MIPOJIYKTa

MedCalc.(https://www.medcalc.orqg/).

[To pe3ynapTaTam mpoeIaHHOTO HCCIeI0BaHUs ObUIO YCTAaHOBJICHO, YTO YaCcTOTa
muHopHoro aimens A(-455) FGB, munopuoro amiens T(807) ITGA2 u MUHOPHOTO
amnenss 4G(-675) PAI-1 wdgame peructpupoBaniach y JeTedl ¢ MpPOSBICHHEM
KPOBOTOUYMBOCTH IIPU CPABHEHUHU € Tpynmoil koHTposs (p<0,05).

[Ipu mnomomm o0O6pabOTKM pe3ynbTaTOB AaHKETHOTO ONpoca M aHalu3a
aMOyJaTOPHBIX KapT YCTAHOBIIEHO, YTO TMOKa3aTeldn (U3UYECKOr0 Pa3BUTHUS
pacnpenenuInch CaeayomuM odpazoM: okoJio 1/3 aeteit ucciaemyeMoit rpymnbl UMeTH
dusznyeckoe pa3BUTHE — CpelHEe TaApMOHUYHOE. B rpyrine cpaBHEHHUS 3TOT MOKa3aTelb
OTMEUaJICsl MOYTH Yy TOJIOBUHBI neTed. HopmanbHble MoOKas3aTrend Macchl Tela 4Yallle
PETUCTPUPOBAIIUCHh Y JI€TEM KOHTPOJBHOW rpynmbl. OTATOMIEHHBIA CEMEUHBIN
TPOMOOTHYECKUA U TEeMOpPpardyecKMid aHamMHe3 4Yalle BBISBISUICA Y JleTed ¢
MPOSIBJICHUSIMU MHUKPOILIMPKYJISITOPHOH KPOBOTOYMBOCTH B BUJIE€ MHCYIBTOB (7,7%),
uHpapkroB (4,0%), cocynuctbix TpomMO030B (2,2%). OCHOBHBIMH KIMHHUYECKUMU
MPOSIBJICHUSIMU TEMOPPAruuecKoro CUHIAPOMA Yy JIeTel HCCIIeIyeMOW TPYMIbl SIBUIUCH
HOCOBBbIE KpoBoTeueHus (63,7%), necueBbie kpoBoTeueHUs (8,0%), KpOBOU3IUSHUE B
ckiepy 1iasa (3,4%), CKIIOHHOCTD K ITOBBIIICHHOMY O00Opa30BaHHUIO METEXUH, SKXUMO30B
(16,2%), oOuIbHBIE U JUIUTEIBHBIE KPOBOTEYCHHS Y IEBOYEK IyOEPTaTHOTO BO3pacTa B
nepuoj MeHCcTpyaiabHoro nukia (5,4%) u cocyaucThie COOBITUSI B BUJIC UHCYJIBTOB U
TUA (2,0%). Baemnue QeHoTUNMUECKHE TMPOsIBICHUS HeaudpepeHImpoBaHHON
JACIUIA3UM COEAUHUTENBHOM TKAHU Yallle PETHCTPUPOBAIUCH Y JETEH HCCIEIyEeMOU
Ipynibl B BUJE: MUKPOLIMPKYJISTOPHBIX KpoBOoTeueHUi (79,8%), BbIpaskeHHOTO Kudo3a
(19,9%), anomanuu mpopesbiBanus 3y00B (16,8%), miockocronus (13,7%), Bugmmoit
BeHozHon cetu (10,1%), runepmoOunbHOCTH cycTaBoB (4,4%). Haunbonee uacteie
BUCIICpAJIbHBIC TPOSBICHUS Heau(PepeHIIMPOBAHHON AUCIUIA3UU COCIUHUTEIHLHOMN
TKaHW OBLIM CO CTOPOHBI OpraHoB 3peHus (35,7%) u mposarnca MUTPAILHOTO KJIaraHa
(11,8%).

[Ipu oleHKE pPACTIPOCTPAHEHHOCTH OJHOHYKJICOTHIHBIX 3aMEH B TeHax,

PETYIUPYIOIINX I'€MOCTA3 Y MAJIbYUMKOB M JCBOYCK C ITPOSABICHUCM KPOBOTOYHMBOCTH,
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MuHOpHBI amwtenb A(-455) FGB nocroBepHO daile pEerucTpUpOBAJICS y JIEBOYCK
(p<0,05). Kpome Toro, nmpu aHajau3e pacpoCTPAHCHHOCTH OJJTHOHYKJICOTHIHBIX 3aMCH B
reHax, peryjJupyrolux reMocTa3 y MajbYMKOB C TNPOSBICHUEM M OTCYTCTBHEM
KPOBOTOYMBOCTH, yJalOCh BBIABUTH, 4TO MHHOpHBIA amiens C1565 GPllla
CTATUCTUYECKH 3HAYMMO OOJIbIIE BBIABISUICA y MaJbYUMKOB C MPOSIBICHUEM
remopparuueckoro cuaapoma (p=0,003). ¥V neBodek ¢ MposIBICHUEM KPOBOTOUMBOCTH
JOCTOBEPHO dHaImie BBIABIsUIMCH MuHOpHBIC ayutenu T(807) ITGA2 u 4G(-675) PAI-1
P CPaBHEHHHM C JeBOYKaMHu rpymmbl KoHTpouist (P<0,05).

AHanu3 BCTPEYaEMOCTH OJHOHYKJIEOTHIHBIX 3aMEH B TI'€HAX, PEryJIHpPYHOLIUX
reMOoCTa3, MoKa3aJl, YTO TOMO3UTOTHBIN TeHOTHIT (peakuid amnenb) Hmzg rena ITGA2 u
penxuii Hmzg renotun rena PAI-1 noctoBepHO walrie perucTpupoBalics y JETei ¢
nposiBiicHueM KpoBoTounBocTH (P<0,05). [Ipu cpaBHEHUH MaJIbUHUKOB C IIPOSBICHUEM H
0e3 TPOSBICHUI KPOBOTOUYMBOCTU YAAJIOCH BBIIBUTH, YTO TOMO3HUTOTHBIM TE€HOTHII
(penxuii anienb) JOCTOBEPHO Yallle BBISBISUICS B TPYMIE JIETEH ¢ reMopparuyecKum
cugapomoM (p=0,0014). CpaBHUTENBHBIN aHANU3 JBYX T'PYNI JEBOYEK C HATUYHUEM U
OTCYTCTBUEM T€MOPPArudecKOro CHUHJpPOMa BBISBUJ, 4YTO TeTEPO3UTOTHBIM Hizg
reHotun reHa PAIl-1 gocToBepHO wYalle perucTpupoBayicsl Yy 3A0POBBIX JEBOYEK
(p=0,045), a TOMO3UTOTHBIM TEHOTUN (PEIKUI ajuieslb) 3HAYMMO 4Yallle BBISBISJICS B
rpynme ¢ MUKPOIMPKYIATOPHBIM TUIIOM KpoBoTounuBoctu (p=0,0052). Pacnpenenenue
BCTPEUAEMOCTH YaCTOT aJlJIeNied ¥ TEHOTHUIIOB y JIETeH ¢ MUKPOLUPKYISATOPHBIM TUIIOM
KPOBOTOUMBOCTH  BBISIBUWIO, YTO HMMEETCS OTKJIOHEHHE OT KAHOHUYECKOIo
pactnpenenenusi s 49actotel TeHoTuma C807T renma ITGA2-tpomOonMTapHOTO
penenrtopa K koutareHy (,,=13,900; p=0): mnHaOmomaemass dYacTOTa PpEAKOIO
romosurotnoro reHotuna 807 TT renma ITGA2 (N.O.=31,5%) B 1,5 pasa Oomnblie
oxuaeMoi yactotel u3yueHHoro rera I TGA2 (N.E.=21,8%).

AHanu3 BCTPEYaeMOCTH OJHOHYKJICOTHIHBIX 3aMEH B T€HAX, PETYJIUPYIOIIUX
dbomaTHpIi META0OMU3M Yy MAJIbUYMKOB U JICBOUCK C MPOSBICHUEM KPOBOTOYMBOCTH,
BBISIBUJI, YTO MaxkopHbI amnenb A66 MTRR goctoBepHo uaie peructpupoBajcs y
neBouek (p<0,05), a munopusbIit amens G66 MTRR — y manpunkoB. CpaBHEHHE ABYX

rpynir J€BO4YCK C MPOSABICHUCM U OTCYTCTBUECM I'€MOPPArndCCKOro CMHApomMa Iokasal,



140

yTo MakopHbIM amienb A66 MTRR mocroBepHo uyalie perucTpupoBajics y J€BOUYEK
ucciaenyemoit rpymmsl (p=0,029), B To ke Bpems MmMuHOpHBIH amienb G66 MTRR
3HaUMMO BbIIIe (QuKcupoBajics B rpymnne koHtpois (p=0,004). OmpeneneHo, 4to B
rpynrne MajbuUKOB C HaJM4YMeM KPOBOTOUYMBOCTH MaxopHbIH amiens A66 MTRR
pErucTpupoBajCs JOCTOBEPHO Yallle MPU CPABHEHUHU CO 3JOPOBBIMH MajbUMKaMU
(p=0,022). YcTaHOBJICHO, YTO B IpyMIE 30POBBIX ACTEH T'OMO3UTOTHBIA T'€HOTHI 66
GG MTRR BeisIBisICS AOCTOBEPHO wHalle, YeM B TPyNIeE JAeTed C MpOSIBICHHUEM
KPOBOTOUYHBOCTH.

bouto 3adukcupoBaHO, YTO ypOBEHb KayecTBa >KU3HH JIeTEH C KIMHHUYECKUM
MPOSIBJICHUEM T€MOPPAaru4eckoro CHHAPOMa HUXKE, 4eM y 370poBbiX aerei (p<0,05).
[Tomumo 3TOTO, OBLIO OTMEYEHO, YTO y JI€TE€H KOHTPOJIbHOM I'PYMIIbI BBIABISETCS Oosee
CYILIECTBEHHOE pa3inyue B Oayuiax Mo MoKa3aTessiM COUUAIBHOTO (yHKIMOHUPOBAHUS
(13,3), ncuxoconuaabHOro 310poBbs (12), ¥ SMOIMOHAIBHOTO (YHKIIMOHUPOBAHUS
(11,8), yem B uccnegyemoit rpymme. Kpome Toro, 6110 ONpeaeneHo, 4To JOCTOBEPHO
OOJbIIEE KOJIMYECTBO HU3KUMX OAJJIOB MO MIKAJIaM (PU3NYECKOTO (PYHKIMOHUPOBAHUS
(30,0% mpotus 7,5%, p=0,009), smormonanbHoro ¢pyHkuuonuposanus (60,0% npotus
37,3%, p=0,047), counanpHoro (yHkiuonupoanus (43,4% mporus 9,0%, p<0,001),
mKosbHOTO GyHKuuonuposanus (70% mnpotus 46,3%, p=0,028), ncuxocoruaibLHOTO
3nopoBbs (53,4% mnpotuB 17,9%, p<0,001) u ob6mero 6amra (53,3% nporus 11,9%,
p<0,001) OGbUTO BBISIBICHO y JI€TE€W C MPOSBICHUSIMH KPOBOTOUMBOCTH, B TO BpeMs Kak
Oonee BbICOKME Oaulbl MO OJAHOMMEHHBIM IIKaJaM 4Yalle ONPEAeNsIUCh Cpeau
3JI0POBBIX JIETEH, HO JOCTOBEPHBIX paznuuui He umenu (p>0,05).

[IpoBeneHHBI aHAIM3 IMOKAa3aTelied KadecTBa JKU3HU Yy JAETEH C HAIWYUEM
reMOpparuyecKoro CUMHAPOMa MPHU MOBBILIEHHOM YPOBHE TOMOLMCTENHA MMOKA3al, YTO
HamOoJiee  HU3KME Oaybl  ObUIM  BBIABJICHBI 1O  IIKajJaM  (PU3UYECKOTO
dbyakuuonupoBanus (96,25 Oamna mporuB 80,35 OGamma, p=0,005), MIKOIBHOTO
dbynkuuonuposanus (84,16 6amna npotuB 63,8 6amna, p=0,010), mcuxocoUAIBHOTO
310poBba (84,40 6anna npotuB 68,38 Gamna, p=0,026) u obmero 6amia (86,70 Gamia
npotuB 68,14 Gamma, p=0,012), yem y geTeil ¢ KPOBOTOUYMBOCTHIO, HO TPU YPOBHE

roMouucCcTCrHA B IIPpEACIax B03paCTHOI>'I HOPMBI.



141

[Tpuem ¢honmmeBoil KUCIOTHI CYIIIECTBEHHO YMEHBIIAET YPOBEHbh TOMOIIUCTEUHA B
11a3Me KPOBH M JIOCTOBEPHO MPUBOJUT K TOBBIIMICHUIO YPOBHS KadyeCcTBa KU3HU I10
IKajaM colaiabHoro ¢yHkiuonupoanusa (93,90 Oamnma npotuB 75,47 Oamia,
p=0,027), ncuxocoruanpaOro 310poBbhs (81,60 6amna npotus 68,38 6amna, p=0,025) u
obmero Oamna (80,50 6amna mpotuB 68,14 Gamra, p=0,023). Xodercs OTMETUTh, YTO
it npodunaktuku runepromourcrennemurt (I'TLH) u noBwimenust yposs KK netsim ¢
MIPOSIBJIICHUSIMU KPOBOTOUYMBOCTH II€JIeCOO00pa3Ha panroHaibHas (pojaTHO-BUTAMUHHAS
KOPPEKIHSI.

Pe3ynbTaThl BBITIOJHEHHOTO HAaMU IOMCKA BOILIM B OCHOBY (hOPMHPOBAHHUS
MPOTHOCTHYECKOW IIKAJIbl, B KOTOPYIO OBUIM BKIIOUCHBI HamOoJjiee 3HAYUMBIC
MPEAUKTOPHI PA3BUTHUSL COCYIUCTHIX COOBITHH. [laHHas 1IKajga Mo3BOJIIET MPOU3BOAUTH
pacyeT MOMUHUPYIOMHX KOAI(PPHUIMEHTOB M NPHHUMATh PEIICHHUE 110 BKIIOYCHHIO
JIeTel B TPYMITy PUCKA 11O COCYUCTHIM OCIOKHEHHUSM.

OCHOBHBIMH TIPOTHOCTMYECKHUMH KPUTEPHUSIMHU IS BKJIIOYEHUS JIETeH ¢
MPOSIBJICHUEM TEeMOPPAarudecKoro CHHAPOMAa B TPYIIy pHUCKAa TIO COCYIHUCTHIM
OCJIO)KHEHHSIM SIBUJTUCH: OTSTOIICHHBIM HACIEACTBEHHBIM TPOMOOTHYECKUN aHAMHE3,
nposiBieHusT HeauppepeHIUnpOBaHHON AUCIUIA3UU COEAUHUTENbHOW TKaHU (Kugo3,
TUIEPMOOMIBHOCTh CYCTaBOB, IIJIOCKOCTOIIME, BHJIUMAasi BEHO3HAs CETh, IMATOJIOTHS
OpraHOB 3pEHHUs, aHOMAJIMK MPOpPE3bIBaHUSI 3yOOB, MPOJANC MUTPAIBHOTO KJalaHa),
HOCUTENLCTBA peakux ToMo3uroTHeix wmytamuid ITGA2 wu PAl-1, xomOuHauuu
noaumopdusmoB MTHFR:677 T/T+MTRR: 66 G/G, a Takxe mossiicaue JI-mumepa,

P®MK, ¢pubprHorena u roMmoLUCTEHHA.
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BbIBO/1bI

1. OCHOBHBIMU KJIMHUYECKUMH MPOSBICHUSIMU T'€MOPParuyeckoro CUHJIpoOMa y
JeTel HCcCaeAyeMOM TpYIIbl SBUJIOCh HAJIMYME HOCOBBIX KpoBoTeueHui (63,7%),
JecHEBBIX kpoBoTeueHHi (8%), KpoBoU3MUsIHUS B cKiepy 1iasa (3,4%), CKIOHHOCTh K
MOBBIIIEHHOMY 00pa30BaHUIO METeXUi U FIKXUMO30B (16,2%), OOMIIBHBIX U ITTUTEIbHBIX
KPOBOTEUYEHHUI y JAEBOYEK MyOEepTaTHOro BO3pacTa B MEPUOJ MEHCTPYAJIbHOTO LIMKJIA
(5,4%).

CrnenyeT OTMETUTH, UTO Y JACTEH C MPOSBICHUSMU KPOBOTOUYUBOCTH MOKA3ATEIH
H-numepa, POMK, ¢ubpunorena, romomnucrenHa u (akropa BuieOpanna Obuin
CTaTUCTUYECKHU BBINIEC, YeM y Jnered KoHTpodibHOU Tpynmbl (P<0,001). [Ipu ouenke
arperaioHHON (YHKIIUU TPOMOOIIMTOB Ha pa3iINyHbIe HHIYKTOPHI YCTAHOBJICHO, YTO B
UCCIIEyEMOM TpylIe 3TH MOKa3aTeau ObUIM JOCTOBEPHO HU)XKE IPU CPAaBHEHUU C
rpymmnoi kouTpos (p<0,001).

2. Y nereii ¢ MPOSBICHHEM TI'eMOPPArMdecKoro CHHApOMa HauOoJiee YacTo
BCTpEYarOTCss MUHOPHBIA ayteib A rena (-455) FGB, munophsbiii amtens T rena 807
ITGA2 u munopusiii amiens 4G rena (-675) PAI-1 (p<0,05). B ucciaemyemoli rpymme
YCTAHOBJIEHA BBICOKAsl 4acTOTa HOCUTENbCTBA TomMo3urotHoro reHoruna 807 TT rena
ITGA2-TpOoMOOIIMTAPHOTO peElENTOpa K KOJIareHy W TOMO3MrotHoro renotumna 4G(-
675)4G rena PAIl-1 y nereli ¢ MHUKpPOUMPKYJSITOPHBIM THUIIOM KPOBOTOYHMBOCTH.
BoisiBIIeHO, YTO Yy MaJbUYMKOB C HAJIMYAEM KPOBOTOYMBOCTH 3HAYMMO YaIle
peructpupyercs MuHopHbIM amtens C rena 1565 GPllla, a y neBouek ¢ OGombiieit
9acTOTOM ONMpeNesstoTCs MUHOPHBIH aiiens A reHa (-455) FGB G, MuUHOpHBIN ayuiesb
T rena 807 ITGA2 (p<0,05).

3. PazpabGorana mnporHoctuyeckas IIKajla s JeTed C TeMOpparu4eckKum
CHUHIPOMOM [JIsl BKJIIOYEHMSI UX B TPYINY PHUCKA IO COCYAHUCTHIM OCJIO)KHEHHUSIM.
ConepxaTenbHbIMU KPUTEPUSIMU OKa3aJIUCh T€HETHUYECKHUE MPEAUKTOPBI COCYAUCTHIX
ocnoxxkHennit ITGA2 (ero mnporHoctuyeckuii KOdPEGUUMUEHT B JAUATHOCTHYECKOU
tabauie cocraBuin +2 Oamia), PAI-1 (npornoctuueckuii koddduuueHt +3 Oamna),

acconparuu nmosmmMopdusmos MTHFR: 677 T/T+MTRR: 66 G/G (nmporHocTHYecKHii
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kod(dummeHT pasen +9 6amnos). Kpome Toro, BEICOKHE MOKA3aTENN JUATHOCTUICCKUX
OaoB OBUTM YCTAaHOBJICHBI TPU Haauduu HeaudPepeHIUpoBaHHON AUCIUIA3UU
COCIMHUTENHFHOW TKaHU: KHU(03 +6 0aIoB, THIEPMOOMILHOCTh CYCTaBOB + 6 OajIoB,
miockoctonue +7 OauioB, BUAWMMAas BEHO3Has ceThb +4 Oamna, aHOMAIWU
npope3biBaHus 3y00B +2 Oallia, MpoJiarnc MUTPaIbHOro KianaHa +3 0asuia, maToJIorus
oprana 3peHus +2 Oamra. Ha ocHOBaHMM pe3yJabTaTOB MPOBEIEHHOW pabOTHI Oblia
chopMHpoBaHa TpymIia PUCKa MO PA3BUTHIO COCYIUCTHIX OCIOKHEHUH.

4. KayecTBO XM3HU Y JETEH C MPOSIBICHHUEM T'eMOPParuyeckoro CUHIpoMa HUXe,
YeM KauyeCTBO JKM3HU Yy JeTed KOHTPOJBHOM TPYMIBl IO BCEM MCCIICIOBAHHBIM
nokazareisiM:  ¢pusndeckoro ¢yHkiuonupoanus (OPD) (p=0,049), smonmoHATEHOTO
¢yukuuonupoBanus  (OP) (p=0,004), commansHoro Qyukuuonuposanus (CD)
(p=0,016), mxompHoro ¢yukuonupoanus (IIdD) (p<0,021), mcuxoconHuaILHOTO
3popoBbst (IIC3) (p=0,003). Bricokuii ypoBeHb T'OMOILMCTEHHA CHIDKACT ITOKA3aTEsIH
YPOBHSI Ka4eCTBa *U3HU 10 (uzndeckomy pynkimonuposanuto (p=0,005), mkoasHOMY
dbyukiuonupoBanuo (p=0,010), ncuxocouuansHomy 3a0poBeio (I1C3) (p=0,026) u
obmemy 6amny Ob (p=0,012) y neteii ¢ HaguuueM KpoBOTOUMBOCTH. [Ipuem donaueBoi
KHCIIOTBI JOCTOBEPHO CHIDKAeT YpPOBEHb TOMOIIMCTCHHAa B CBHIBOPOTKE KpPOBHU U
MOBBIMIAET KAayeCTBO JKU3HU MO IIKajgaM CcoluanbHOTO GyHKIHoHUpoBanus CO
(p=0,027), ncuxocormansHoro 3mopoBbs (I[1C3) (p=0,025), ob6mero 6Gamia (OB)
(p=0,023).
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INPAKTHYECKHUE PEKOMEHJIALINUN

1. Bpauam-neauatpaMm W Bpayam

Y3KHUX CHCHH&HBHOCTCﬁ H€O6XOI[I/IMO

IPUMEHATH pa3pabOTaHHYIO MpOrHOcTHYecKyro mkany (Tabmuua 51) mis BriIrOYeHUS

JIeTell ¢ TPOSBICHUEM T'e€MOpPParuyecKkoro CHHApPOMa B TPYIIY PUCKA MO Pa3BUTHIO

TpoMmOOTHYEeCKUX coObITHI. Ha ocHoBaHuM pa3zpaboTaHHON TaOMUIBI MPOU3BOIUTH

MOJICYET AMAarHOCTUYeCKuX KputepueB. llpu cymme OamioB +13 u Gornee marueHrta

HCO6XOI[I/IMO BHCCTHU B I'PYIIITY PHUCKaA I1I0 COCYAUCTBIM OCJIOKHCHUAM.

Tabmuua 51 — IlporHoctuueckas Tabnuua i OTOOpa MAIMEHTOB C HATMYUEM

IreMOopparndcCKOro CMHApoOMa B I'pYIIILY PHUCKaA I10 pa3BUTHUIO COCYANUCTBIX OCJIOKHCHUM

Ne . ['paganms | bamibl TMarHOCTUYECKOTO
JnarHocTU4YecKuil moKas3aTeinb

n/m MpU3HAKa ko3 dunreHTa

1 2 3 4
HacneactBennsie TpoMOOTHUECKHE +9

Hamnune
1 | coObITusI (MHCYJIBTHI, TPAH3UTOPHBIE -1
OtcyTcTBUE

MIIEMUYECKUE aTaKu, NH(DAPKTHI)

[IposiBnenne HeaudPepeHmpoBaHHas TUCIUIA3US COSTUHUTEILHON TKaHU

) Kugos Hanmnawe +6
OtcyrcTBHE -1

2 ['MrepMoOGMIIBHOCTH CYCTaBOB Hamiuue +6

OrcyrcTBHE -0,5

IInockocronue Hannune +7

4 0,5
OrcyrcTBHE ’

Buagnmast BeHO3HAA ceThb Hamiame +4

° -0,5
OrcyrcTBHE ’

AHoOMamy npope3plBaHus 3y00B Hamume +2

6
-0,5

OtcyTcTBHE
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[Tponomkenne Tabmwip 51

1 2 3 4
[Iponarnc MUTpabHOTO KJIaraHa Hanuuue +3
7 OtcyTcTBHE -0,5
8 | Ilatonorus opraHoB 3peHus Hanuuue +2
OtcytcTBHE -1
OOHapyKeHue TeHEeTHYECKUX ToTUMOop(HU3MOB TpoMOopuIuu
9 | TpomOoIUTapHBII peuentop | Hamuuue +2
koyutareHa (TGA2 807 TT) OtcyTcTBHE -1
10 | Uaruburop aktTuBaropa | Hanuuue +3
ia3muHoreHa PAI-1(-675) 4G4G | OrcyrcTBue -2
11 | KomOunanus ¢depmenToB | Hanmuume +9
donatHoro meradomuzma (MTHFR: | OtcyTcTBue -0,5
677 T/TH+MTRR: 66 G/G)
[ToBbilIeHNE MTOKa3aTeNeH MIa3MEHHOTO 3B€HA TeMOCTa3a
12 | [loBbImieHHBIH ypoBeHb J[-mumepa Hanuuue +5
OrcyrcTBHE -1
13 | IoBeimennsiit ypoBeHb POMK Hanuuue +10
OtcytcTBHE -2
14 | IloBbIlIEHHBIN YPOBEHB Hanuuue +4
¢dbubpuHOTreHa OtcyTcTBUE -0,5
15 | IloBBIlLIEHHBII YPOBEHB Hanuuue +4
TOMOIIUCTEUHA OTtcyTcTBHE -0,5

2. Ecnu wHIekc pacueta paBeH + 12 0amioB, TO CHEIMATUCT CaMOCTOSTEIHHO
IIPUHAMAET PEIICHHE O BKIIOYEHUM NAUMEHTA B TPYNIy pPUCKA IO COCYIHMCTBIM
OCJIO)KHEHMSIM, IPUHUMAas BO BHUMAaHUE KJIMHUKO-aHAMHECTUYECKUE JIaHHBIE,
pe3yabTaThl Ja00PATOPHBIX MAPKEPOB TPOMOOTHUECKON TOTOBHOCTH.

3. OroOpaHHblE TAalMEHTHl B TPYIIy PUCKA IO COCYIUCTBIM OCIIOKHEHHUSIM
CTaBATCS Ha JMCIIAHCEPHBIM y4YeT MeIUaTpoM, Y3KHUM CHEHHAIUCTOM (IeMaToJIOroM),

BHOCSITCSl B PETHOHAIBHBIN PETUCTP € MOCIEAYIONIUM OOCIEIOBAaHUEM U MPOBEICHUEM
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WHIMBHUIYaJIbHBIX MEPOIPUIATHIA MEPBUUHOMN NMPOPHUIAKTUKH.

4. Bpauam-megmaTpaM W BpayaMm Y3KOM HaMpaBICHHOCTH HEOOXOAMMO
IPOBOAUTH PabOTy MO BBIABICHUIO (PAaKTOPOB TPOMOOIE€HHOI'O PHUCKAa B CEMBSIX C
IPEeAPaACIONAralIUMH (PAaKTOpaMH MO Pa3BUTUIO TPOMOO30B (y POJICTBEHHUKOB [-ii n
II-it creneHn poacTBa), MPOBEACHHWE TI'€HETUYECKOTO OOCIEIOBaHUs, OIPEAEICHUE
COCTOSIHUSI TPOMOOTHYECKOM T'OTOBHOCTH, MCCIIEIOBaHMUS YpOBHS TOMOLMCTEHHA MAJIs
CBOEBPEMEHHOM MEPBUYHON MPOPUITAKTHKN PUCKAa BOSHUKHOBEHHUS TPOMOO3a.

5. JleTsiM ¢ HaIM4YUEM renarouepedpanbHOi TucTpohun HEOOX0AUMO IPOBOJAUTH
Kypchl npueMa (GosmeBoil KUCIOTHL B o3¢ 1 Mr 1 pa3 B CyTKu B TeueHHE 2 MecC. ¢
MOCJHEAYIOIIUM KOHTPOJIEM YPOBHS TOMOIIMCTEMHA W ONPENEIICHHUS IapaMeTPOB

Ka4yCCTBa XN3HU. I[aHHLIe PCKOMCHAAIINHN H€O6XOI[I/IMO BBITNIOJIHATH 1 pa3 B 6 MCCALCB.
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CIIMCOK COKPALIEHHAM
N YCJOBHBIX OBO3HAYEHHUU
AUYTB — akTUBHpPOBAaHHOE YaCTUYHOE TPOMOOIIJIACTUHOBOE BpEMSI
BIIC — BpoxaeHHBIE TOPOKH CEPLIA
[T — runeproMoOMCTENHEMUS
I'M/I — rematome3eHXUMaJIbHAS JUCTLIA3US
'Ll — romoncTenH
['TIL] — remaToniepedpanbHas TUCTpOdUs
JCT — nucmma3us COeIMHUTEILHON TKAaHH
HACT — venuddepeHumrpoBanHas JUCIIIA3US COCAUHUTEILHON TKAaHU
MHO — MexxnyHapoaHOE€ HOPMAJIM30BaHHOE OTHOIIICHUE
OHMK — octpoe HapylieHre MO3roBOro KpoBoOOpaIieHus
OP — oTHOCUTENBHBIN PUCK
[ITB — npoTpoMOHMHOBOE BpeMsi
[IL[P — monuMepa3Has nenHas peakuus
P®MK - pactBopumbie hpubpuH-MOHOMEpHBIE KOMILIEKCH (POMK
THUA — TpaH3UTOpHAs UIIEMUYECKAs aTaKa
XMNAM — XeMUJIIOMUHECIIEHTHBIN UIMMYyHOQHAJIN3 Ha MUKPOUYaCTHUIAX
MTRR A66G — nonmumopdu3m rena MeTHOHUH-CUHTA3bl PEeyKTa3bl
MTHFR — metunenterparuapodonarpeaykraza

SNP — oTHOHYKI€OTUIHBIN TOTUMOP(PU3M
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