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BbIBOAbI

1. Y manuueHTOB C OCTPOU IlepeOParbHOU UllleMuell — HOCUTeAer MyTallui O0Aee YaCTO BBIIBASIAACH O0-
IIUpHasd 30Ha MHMapKTa MO3Ta, B OCTPOM IIePUOAe dYallle Pa3BUBAAUCE PAeOOTPOMOO3bI B TaPETUYHBIX KO-
HEYHOCTSIX U MH(EKIINOHHO-BOCIIaAUTEeAbBHEIE 3a00AeBaHNs, @ B aHaMHe3e TakKue O0ABHEBIE B 2 pa3a Jallie OT-
mevaam Haanuue OHMK u B 1,5 — uHdapKTa MHOKapAa.

2. HocuTeabCTBO MIPOKOATyASIHTHBIX aHOMAAUY He TOBAHUSIAO Ha MICXOA 3a00OAEBaHUS B OCTPOM IIEPHOAE
OHMK.

H.H. CrpamGoBckasn, 0.A. BUTKOBCKHIA

MW3MEHEHUE KOATYJIILMOHHOIO rEMOCTASA Y HOCUTENEN MAXOPHbIX
MYTALUWA (FVL, G20210A, C677T) BOJIbHbIX NLUEMU4YECKUM UHCYJILTOM

oy BI10 «4YutuHckas rocygapcTBeHHass MeguuuHckas akagemus» (Yuta)
MY3 «lopoackasi knuHn4Yyeckas 60sbHULa CKOPOI MeANLMHCKOM NoMoLymu
umMm. B.B. AHranoBa» (YnaH-Yna)

AKTYAJIbHOCTb NMPOBJIEMbI

B HacTosee BpeMs H3BEeCTHO HECKOABKO AECSITKOB HACAEACTBEHHO aCCOLMUPOBAHHBIX TPOMOOMUANN U
NprOOpPeTeHHbIX COCTOSIHUY, KOTOPBIe OOBIACHAIOT Pa3BUTHUE TPOMOO3a B OOABIIUHCTBE CAy4a€eB ero PerucT-
panun. PesucrentHocTs FV K aktuBupoBanHoMy npoteuny C (PAIIC uau APC-R), aHoMaaus B reHe IIpo-
TpoMOuHa (G20210A), MyTauusa B reHe MeTUAEHTeTparupApodorarpepykrassl (C677T) — opAHM U3 caMBbIX pac-
NPOCTPAHEHHBIX I'PYII MeHeTUYECKUX aHOMAaAWM, IPUBOAIIINX K AedeKTaM B MeXaHu3MaX 00pa3oBaHud,
PeryAdaiuu U paCTBOPEHUSI BHYTPUCOCYAUCTBIX KPOBSIHBIX CI'yCTKOB, KOTOPbIE COYETAIOTCS C IIOBBIIIEHHBIM
TpoMOOOOpa3zoBaHUEM.

ITeAb HCCA€AOBaHMS: BEIIBUTH U CDABHUTE U3MEHEHU KOATYASIIIUOHHOI'O FeMOCTa3a MeKAY OTHOCUTEAD-
HO 3AOPOBLIMU U OOABHBIMU UIIEMUYECKUM UHCYABTOM — HOCHUTEASIMU ¥ OTHOCUTEABHO 3A0POBLIMU U OOAB-
HBIMU UIIeMUYeCKUM HapylleHreM MO3rOBOTIO KpOBOoOOpallleHUs 6e3 MyTallulil B pa3Hble CDOKU OCTPOrO IIe-
proApa 3a00AeBaHUS.

MATEPUAJIbl U METOAbI

MeToAOM CHAOIIHOM BEIOOPKU B IIPOIECC MCCAEAOBAHUST OBIAM BKAIOUEHBI 236 OOABHBIX UIIIeMUYeCKUM
UHCYABTOM, U3 KOTOPBIX 67 IIAIJUEeHTOB UMEAU BBHIIBACHHYIO B PE3YAbTaTe MOAEKYASIPHO-T€HETUYECKOTI'O HC-
CAEAOBaHMS TOYKOBYIO IIPOKOATyASTHTHYIO MYyTallUIO: aHOMaAMIo AelAeH, MyTalluy B reHe IPOTpOMOMHA
(G20210A), Brere MTT®OP (C677T). B KauecTBe KOHTPOABHOM IPYIITEI HaMu 06caepoBano 100 ueroBeK, Ipo-
SKUBAIOIIUX B rTOPoAe YAaH-YAQ, He UMEeIOIINX Ha MOMEHT UCCA€AOBaHUS OCTPLIX UAU OOOCTPEHNS XPOHHUUYEC-
KUX 3a00AeBaHUY U CYUTAIONINUX Ce05I OTHOCUTEABHO 3A0POBBIMU.

KoaryadanyuoHHBIN reMoCTas3 OIJeHUBAAU II0 CAEAYIOIIUM TeCTaM: IPOTPOMOMHOBBEIN HHAEKC (Quick AJ.,
1943); AYTB (Larrien M.J., Weillard C., 1977); Bpems cBepThiBaHus KpoBU (Lee R.J., White P.D.); koH11€HTpa-
nus pudpunoreHa (Pyroepr P.A., 1961); xareman3aBucuMeil (XIla-zaBucumsbii) pudbpunorus (Kowarzyk H.,
Buluk L., 1954, B muTepnperanuu Epemuna I.@. u Apxunosa A.I'., 1982); opToheHaHTPOAMHOBHIH TECT (KOAH-
JecTBEHHOe oIlpepeAreHne (pubpuH-MOHOMepHEIX KoMIIaeKcoB (POMK) B nrazme kposu (1o A.TT. Momorty u
Ap., 1996); onpepereHne akTUBHOCTU aHTUTpoMOUHaA III — Okcnpecc-anturpoMOuH tect (bapkaran 3.C.,
MawmoT A.TT., 2001) peaktuBamu OOO «Texuororuss — CTaHAAPTY.

HccrepoBaHUe IPOBOAUAU B KOHTPOABHOM I'PYIIIIE OAHOKPATHO, B KAMHUYECKOM I'PYIIIIe: IPU IOCTYyIIAe-
HUM, Ha 5 —6-e, 10 — 13-e, 18 — 21-e cyTKu 3a060AeBaHUA.

PE3VYJIbTATbI U OBCY>XXAEHUE

IMpu nccrepOBAHUU BTOPUYHOTO reMOCTa3a y NallueHTOB-HOCUTeAel aHoMaAuu FVL, GOABHBIX Hllle-
MUYECKUM MHCYALTOM BBHIIBAEHBI OTYETAUBBEIE CABUTH ITOKa3aTeAel KoaryAorpaMMbl KakK B CPaBHEHUH C
IPYIIION KOHTPOAS, TaK U C AUIlAMU, He UMEIOIIUMHU U3ydaeMbIX IPOTPOMOOTUYECKUX MyTallull, HO UMe-
romumu MHMK. B nepseie uachl pa3zsutug OHMK BeIIBA€HA OTUeTAUBASA AOCTOBEPHAs IHIIepKOAryAs-
L1s1, KOTOPAasi COXPAaHSIAACh HA IIPOTI’KEHUU BCETO OCTPOTO Ilepruoaa 3a00AeBaHNSI U MAKCUMAAbHO YBEAU-
yuBarachk K 18 —21 auto 6oaesnn (I[TTU — 101,18 = 1,39 %; AHUTB — 36,55 = 0,64 c.; pubpuHoren —
58 =0,281r/A; POMK — 3,68 = 1,34 Mmr/100 ma) (p < 0,05, B cpaBHEeHHHU B TPYNIION OOABHEIX €3 IepBUY-
HOM TpoMOo(duAnu). TakKe MOXKHO OTMETUTH 3HAYUTEABHO ObAbBIIIee YyrHeTeHHe (PUOPUHOAN3A, AdKe B
CPaBHEHUU C ITallUeHTaMu 0e3 IepBUUYHOU TpoMOoduAnu, 60ABHEIMU HHCYABTOM (p < 0,05). OpHOdaxK-
TOPHBIU AMCIIEPCUOHHBIN aHAAU3 IIOATBEPAUA AocTOBepHOe ndMmeHeHrne AYTB u I1TH y nanueHTOB-HO-
cuteaert FVL (p < 0,05).
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WM3meHeHmnsa reMocTasa y nanueHToB-HOocuTeAed G20210A MyTaliuy B TeUeHHe OCTPOro IepruoApa 3aboae-
BaHUS OOAee «MATKUEe», IPOIBAFIOTCS TaK)Ke B BUAE MHIIEPKOAryAdIlMOHHOIO CUHAPOMaA (yBeAndeHUe KOH-
neHTpanuu pubpunoreta u yposasa POMK (p < 0,005)) u cortocTaBUMEL C TOKa3aTEeASIMU KOAryAOTPaMMbI
OOABHBIX HIIEeMUYECKUM UHCYABTOM Oe3 TpomOoduaunu. OAHAKO BEIIBA€HA OOAee BbIPa’KeHHASA ACNIPeCCUs
dubpunoansa — 20,5 = 2,9 MUH. B CDaBHEHUU C TPyINoN KOHTpoasd — 8,47 = 0,14 mus. (p < 0,0005) u rpyn-
oM OOABHBEIX Oe3 myTanuii — 14,24 = 0,4 mus. (p > 0,05). Konuenrpanus anturpoMouna Il Haxopunracs B
AOIIYCTHUMBIX IIpEAeAax.

ITpu n3ydyeHNN KOATyASIMOHHOTO reMOCTas3a y HanueHToB ¢ aHoMaauer B rene MTTOP (C677T) Tak ke,
KaK U B ABYX IIPEABLIAYIIUX IPyIIaxX, 00HapY’>KeHbl IPU3HaKM aKTUBALUY CBEPTHIBAIOI e CUCTEeMBL KPOBU C
IepPBBLIX YaCOB OT HadaAad MIIeMUYEeCKOr0 HHCYABTQ, @ TaK)Ke yrHeTeHue pudpuHoausa (p < 0,05). Miamene-
HUS KOaryAorpaMMEI IIPK CpaBHEHUU ABYX rpyni nanueHToB ¢ OHMK Goaee OTUYeTAUBEL K MOMEHTY 3aBep-
LIEHUS OCTPOTrO IIePUOAA MHCYABTA M XaPaKTEePU3YIOTCSI O0OAee 3HAUUTEABHBIMU IIPOIBACHUSAMU THIIepPKOary-
AAIIMOHHOI'O CUHAPOMaA Y OOABHBIX C TpoMOoduaneil B Bupe yBeandenus [1TH, ykopouenusa AUTB u coxpa-
HEeHUs NOBLIIIEHHOM KOHIleHTpanuu ubpunoresa (p < 0,05).

BbiBOAbI

TaxuM 00pa3oM, BEIIBA€HO, YTO Y NAIIMEHTOB OOABHBIX UIIEeMUYECKUM UHCYABTOM, UMEIOIIUX IIPOTPOM-
OOTHUYECKYIO MaKOPHYIO MYTaIUI0, U3MEeHEHN CBePTHIBAIOIIE CUCTEMBI KDOBU HOCAT XapaKTep THIlepKoa-
IyAdIIMU B HEKOTOPBIX CAydYadax OOAee 3HAUUMYIO, 4eM Yy IIallueHTOB, He MMEIOLUX IIOAOOHOM aHOMAaAKRH, OCO-
O€eHHO B KOHIle OCTPOTO IlepruoAa 3abonreBaHud (18 —21-e cyTku). Cpepu rpyni-HOCUTEAEN MyTalluid CpPaBHU-
TeABHO OOAee BEIPayKeH THIIe PKOATryASIIMOHHBIN CHHAPOM y NTAIJUeHTOB C aHOMaAuel AelAeH U aHOMaAuel B
rege MTTOP (C677T).

[Tpu npoBepeHUM aHAAW3A AMHAMUKHU IIOKa3aTeAell reMocTasa B octpoM nepuope OHMK BHYyTpU rpynbl
Y HOCUTeAel MyTallui pa3Anudyul C IIallieHTaMu 0e3 HUX He BBIIBAEHO HU B OAHOM cAaydae (p > 0,05) (meTop,
OpuaMaHa). ITO TOATBEPIKAAET HeCIen(PUIHOCTh N3MEeHEHUN KOAaTyASIIIMOHHOTO TeMOCTa3a y OOABHEBIX
HUIIEeMUYECKUM HapyllleHUueM MO3IrOBOI'O KPOBOOOpAIlleHUsI, HOCUTEAEH IIPOKOATyASHTHBIX aHOMAAUH.

H.A. Crpaxosa, 0.B. KpimitbiMmoBa, B.H. AHTOHEHKO

AKTYAJZIbBHOCTb AHAJIU3A FA30BOI0 COCTABA KPOBM Y AETEW, HAXOASLLMNXCA
HA UBJ1, B YCJ1I0BUAX PEAHUMALIUN.

MY3 «lopoackas knuHnyeckas 60ibHULLa CKOPOI MegULMHCKONM NoMoLyn
M. B.B. AHranosa» (YnaH-Y4a)

B 60ABITMHCTBE CAyYaeB, U3MEHEHUSI KUCAOTHO-IIIEAOTHOTO COCTOSHUS IBASIOTCS CAEACTBUEM CEPhe3HO-
T'O IATOAOTUYECKOTO HApYIIeHUs B OpraHU3Me U PEAKO MUMEIOT CaMOCTOSITeABHOEe 3HaueHUe, B 3TOU CBSI3H,
HMCCAEAOBAHUS ra30BOTO COCTaBa KPOBHU y MAI[MEHTOB C IOAO3PEHHEM Ha PeCIUPATOPHYIO MaTOAOTHIO UAU
MeTabOAMYeCKHe HapyIIeHUs IT03BOASIIOT TOYHEe OIIeHUTh COCTOsIHUE OOABHOrO. [TOBTOPHBIE aHAAM3HI Ta30B
KPOBU MTO3BOASIOT OTCAEKUBATH TeUeHNEe OCHOBHOTO 3a00A€BaHUS B AMHAMUKE U KOHTPOAUPOBATEH 3 deKrT
TIPOBOAMMOM Teparuu.

ITeAb paGoOThI: OIleHKa 3HAYUMOCTH UCCAEAOBAHUY KMCAOTHO-IIIEAOYHOTO COCTOSHHUS ¥ Ta30B KPOBU B MH-
TEeHCUBHOU Tepaluu AeTeH C TS>KEeABIMU IaTOAOTHUSIMU.

METOAbl UCCNEAOBAHUA

HccaepoBaHusg MPOBEAEHB! Y 40 pAeTell B BO3pacTe OT 3 CYTOK JKU3HU A0 16 AeT, HAXOAUBIIINXCS Ha UCKYC-
CTBEHHOU BEHTUASAIIUYU ACTKUX B TeueHUU 3 U OoAee CyTOK. AaboOpaTOPHOe UCCAEAOBaHMe IT0Ka3aTeAel KUC-
AOTHO-IIIEAOYHOI'O COCTOSIHMS ¥ Ta30B KPOBU IIPOBOAMAOCEH B AUHAMUKe, B TeueHUe nnepuopa VIBA, He MeHnee
ABYX pPa3 B CyTKH, Ha Oa3e rabopaTopuu AeTCKOU peCcIryOAMKAHCKON KAMHUYECKOM OOABHUIIEL.

HcnoabzoBaaucsk annapatsl UBA: Bird VIP (CLLIA), Puritan bennet (Mpaanaus), Galileo (IIBetiniapus)
— 2 1.

PE3VYJ1bTATbl U OBCYXXAEHUE

[MTokazaTeAar KUCAOTHO-IIIEAOYHOTO COCTOSTHUS M 'a30B KPOBU B AMHAMUKE M3MEHSIAUCH B TeUeHUe BCero
Iepruopa AedeHus. B IepBble CyTKM A€UeHNd BBISIBAEHEI CyIlleCTBEHHbBIe CHIDKeHUe rToka3areael pH, HCO3,
pO, n yBeanuenne BE, pHCO,. 3nauenns, TpUOAMKEHHEIE K (DU3HOAOTHIeCKUM AOCTUTAANCE, AOCTUTAANCH
B CpepHeM, K 3 — 4 cyTKaM AedeHUs.

BceM OOABHBIM IIPOM3BOAUAACH KOpPeKnud napameTpoB VB 1 KaueCTBEHHOI'O COCTaBa MH(PY3UOHHOU
Tepanuu.
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